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BCTyI'II/ITeJ'leoe cnoBo

YBaxkaemble Konneru!

Mbl npopomkaem nybnukoBaTb nepepoBble CTa-
TbW Ha CaMble aKTyalbHble TeMbl MeanLMHbI — OT MOP-
$bonornmn N reHeTMKN Ao COBPEMEHHbBIX KIIMHUYECKNX
NPaKkTUK.

B 3-m Homepe 2024 roga Bbllwna nepsBasa CTaTbA,
NocBsALLEeHHaA NpobieMe OCTPOro NOBpPeXAeHUA No-
yek (OlM) y geTen, KoTopasa Kacanacb onpegeneHns
NOHATUA, Knaccudukauum, snNNgemMmnonoru n auna-
rHocTukK. Bo3HunkHoBeHne OMIM y pebeHka Bcerga
npefcTaBnAeT HenocpeACcTBEHHYIO OMacHOCTb AnA
€ro »KM3HW, HEOAHO3HAaYHO B M/aHe Bbi3JOPOBNEHMA
1 ganbHerwero NporHosa. B pycckoasbliuHom nutepa-
Type 3Ta npobnema packpbiTa HeJOCTaTOYHO, YTO "
MOTUBMPOBAJIO Ha HaNMcaHne UunKna us 3 ctaten, Ko-
Topble B NOJIHOM 06beMe NpeAcTaBAT akTyasbHble U
Hay4HO 0O0CHOBaHHbIe NpaKTUYecKne NoOAXoabl K Be-
JeHuno ManeHbKnx naymeHtos ¢ ONM. B sTom Homepe
npepcTasneHa 2-Aa CTaTbA C NOAHATbIMW B HEWN BOMNPO-
caMn NPoPUNAKTUKN, KOHCEPBATUBHOIO NleYeHns n
ncxopos OIM, B cnepytowem xe 6yget ony6nrnkoBa-
Ha nocnefdHaA paboTa, roe BHMMaHME aBTOPOB CKOH-
LeHTpUpyeTca Ha 3aMecTUTEeIbHOW noveyHon (Ana-
nn3Hon) Tepanuun OMM.

ABTOpbl [aHHOrO UMKNa cTaTen npepcTaBnA-
0T TpeTbe nokoneHue 6enopycckorn (U.H. YcoB -
A.B. Cykano - C.B. baiiko) n BopoHexckon (B.I. Cut-
HukoBa - T.J1. Hactaywesa — E.H. KynakoBa) wkon get-
CKMX Hepponoros. ITa COBMeCTHasA paboTta — npumep
COTPYAHNYECTBa MeXAY YHUBEPCUTETaMM U HaYYHbI-
Mu wkonamn Pecny6nukn Benapycb n Poccuiickon
QOepepaumn.

Pepakuma 3anHTepecoBaHa B TOM, UTOObI Ha CTpa-
HMUax >XypHana ny6nvnKoBanucb pesynbraTbl CO-
BMECTHbIX, B TOM YMC/ie N MHOFOLEHTPOBbLIX UCCie-
[lOBaHWUIN, 0COGEHHO €CNN OHWU NPOBOAATCA Ha BbICO-
KOM MeToAONorMyeckomM ypoBHe (ABOIHbIe, Cnenble,
nnaue6o-KoHTponMpyemble 1 ap.). 3T0, HECOMHEHHO,
OyneT He TONbKO NMpefCTaBATb MHTepeC ANA Halnx
ynTaTenemn, Ho 1, KOHEYHO e, CNoCcobCTBOBaTb POCTY
aBTOpMTETa KypHana.

[naBHbIN pegakTop B benapycu
A.M.H., npod. C.B. baiiko
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barnko C.B.' D<), KynakoBa E.H.?

' BenopyccKMin rocyaapcTBeHHbIN MeguLMHCKII yH1BepcuTeT, MHCK, Benapych
2BOpOHEeXCKMIN rocyfapCTBEHHBI MEANLIMHCKIIA YHBepcuTeT umeHun H.H. BypaeHko,
BopoHex, Poccusa

OcTpoe noBpexaeHne novek y geten: npodunakTunka,

KOHCEPBATMBHOE JieUeHne N UCXOAb
(0630p nuTepatypbl). Yactb 2*

KOHGAMKT MHTepecoB: He 3asBeH.
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Pesiome

OcTtpoe nospexgeHne noyek (OMMM) xapakTepunsyeTca BHe3aMHbIM CH/XKEHMEM CKOPOCTH
KnyboukoBon GunbTpaumny 1 AMarHOCTUPYETCA Mo AUHAMIKIKe HapacTaHUs YPOBHSA Kpea-
TUHWHA B KPOBW /1NN AANTENBHOCTA 1 BblPaXXeHHOCTU CHKeHuA anypesa. Ol oueHb
YacTo CBA3AHO C Pa3BUTUEM KPATKOCPOUHbIX U OTAaNIeHHbIX HeGnaronpuATHbIX nocnea-
CTBUIA, TaKNX KaK CMEPTHOCTb, XPOHMYeCKas 60ne3Hb NoYek, apTepuasbHas runepTeH3us.
Llenbto faHHOro o63opa 6b110 0606LeHre ony6KoBaHHOW NHbOpMaumn o GpakTopax
purcKa, NPoduUNaKkTKe, OCHOBHbIX 3Tarnax KOHCepBaTMBHOW Tepanun 1 ncxogax ONM. He
CylecTByeT foKa3aHHOro 3¢GeKTMBHOro NeKkapCcTBEHHOrO cpefcTBa Anda neveHus OMM,
MO3TOMY OUYeHb BaKHbl MPOodUNaKTUKa (NepBMYHAA U BTOPUYHASA), MOHUTOPUHE U paH-
Hee BblfiBfieHWe natonoruu. [ina 3Toro Heo6Xxo4MMbl MepPONPUATUSA, HanpaBiaeHHble Ha
ycTpaHeHwue npuumH, npusegwwmx K O, onTMmr3ayunio ob6bemMa LMpKynnpytoLein Kposu
N KpoBOObpaLLeHUNs, KOPPEKLMIO NIeKapCTBEHHOW Tepanuu (OTMEHa, MAUHMMU3ALMA UK
nsberaHme HepPOTOKCUUHbIX NpenapaToB), obecneyeHne afeKkBaTHOWM HYTPUTUBHOW NoA-
nepxku. Mo mepe nporpeccuposanus OMNMN cnegyeT npodunakTMpoBaTb 1 NeYnTb KU3He-
yrporkaroLLme OC/IOKHeHUs, Takne Kak runeprugparaumsa, runepkanvuemms n gp. C yuetom
BbICOKOW YaCTOTbl Pa3BUTUA JONIFOCPOYHbIX HEOGAroNPUATHBLIX MCXOA0B TpebyeTca aAnu-
TeNlbHOe U perynsapHoe HabnogeHe 3a getbmu, nepeHectummm OMM.

KnioueBble cnioBa: ocTpoe nopexaeHve novek, fetn, Gaktopbl pucka, Npodunaktunka
(nepBunYHaA 1 BTOprYHan), KOHCEPBATUBHOE NleYEHNE, NCXOAbI

* C 1-1 4aCTbio CTaTbM MOXXHO 03HaKOMUTLCA MO cebinke: https://doi.org/10.34883/P1.2024.12.3.001
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Abstract

Acute kidney injury (AKI) is characterized by a sudden decrease in the glomerular
filtration rate and is diagnosed by increasing blood creatinine levels and/or the duration
and severity of the decrease in diuresis. AKl is very often associated with short-term
and long-term adverse effects, such as mortality, chronic kidney disease, and arterial
hypertension. The aim of the review was to summarize the published information on
risk factors, prevention, main stages of conservative therapy and outcomes of AKI. There
are no medicinal products with evidence-proved effectivity in AKI treatment, therefore
preventing (both primary and secondary), monitoring and early detecting of the pathology
are all of high importance. This requires measures aimed at eliminating causative factors
that led to AKI, optimizing the volume of circulating blood and circulation, adjusting drug
therapy (withdrawal, minimization or avoidance of nephrotoxic drugs), and providing
an adequate nutritional support. As AKI progresses, life-threatening complications such
as hyperhydration, hyperkalemia, etc. should be prevented and treated. Given the high
incidence of long-term adverse outcomes, prolonged and regular monitoring of children
with AKl is required.

Keywords: acute kidney injury, children, risk factors, prevention (primary and secondary),
conservative treatment, outcomes

B BBEJAEHWE

HecmoTps Ha HenpepbiBHOE COBEPLIEHCTBOBaHME MeIULMHCKOW NOMOLLY, pa3BuUTue
octporo nospexgeHuna nouek (OMM) y pebeHKa No-npexHemy COMpAMXeHO C OrnacHo-
CTbiO AN1A €ro »KU3HKW, HEOAHO3HAYHO B MJlaHe BbI3OPOBNEHMUA 1 AalibHeNLWero NporHo-
3a. OMNIM xapakTepur3yeTcsa BHE3AMHbIM CHUXKEHNEM CKOPOCTY KnyboukoBon dunbTpaumm
(CK®) n gnarHoctnpyeTca No JUHaMMUKe HapacTaHA YPOBHA KpeaTUHMHA B KPOBU 1/Unu

*Part 1 of the article can be found at the link: https://doi.org/10.34883/P1.2024.12.3.001
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OcTpoe noBpexaeHune NoyeK y aetei: NpodunakTnka, KOHCEPBaTMBHOE JIeYeHNE N UCXObI
(0630p nuTepatypbl). Yactb 2

ONUTENbHOCTU 1 BbIPaXeHHOCTU CHXeHNA guype3sa [1-4]. 3a nocnegHue ABa fecAtune-
A YactoTa peructpaunu OMM y geTten 3HaunTenbHO yBenuuunacb bnarogapsa BHegpe-
HUIO CTaHAapTM3npoBaHHoro onpeaeneHna OMM, oTKpbITUIO HOBLIX BrioMapkepoB, obe-
CNeyrBaloLLMX ero PaHHIo ANArHOCTUKY, 1 NOBbILIEHWIO FMobanbHON 0CBELOMIIEHHOCTH
Bpayen [2-5]. Kpome Toro, coBepLieHCTBOBaHNE METOAOB 3aMeCTUTEIbHOW MOYeYHOMN
Tepanuu (3MT) npuBeno K ymeHbLUEHWNIO NIeTanbHOCTU 1 AANTENbHOCTY FoCNUTanm3auum
nauueHTos [2, 3, 5]. B 3Tom 0630pe Mbl 0606L1aem OCHOBHble Ny6nvKaumm o GpakTopax
pucka (OP), npodunaktmke (MepBUYHON 1 BTOPUYHOW), KOHCEPBATMBHOM Tepanun 1 Uc-
xopax OIM.

B OAKTOPbI PUCKA N TTIPOOUNTAKTUKA O

He cyuwecTByeT fokasaHHOro 3¢GdeKTUBHOIO IeKapCTBEHHOIO CpefiCTBa ANA neyeHnn
OlMN, no3ToMy O4eHb BaxkHbl MPOGUNAKTUKA, MOHUTOPUHT U paHHee BblBNEHWe NaTono-
rmu.

Mepbl o nepeBuYHOM NpodunakTUKe JOSMKHbI NPOBOAUTLCA Ao pa3sutia OMM u
BK/IOYaTb NpepoTBpalleHme Bo3genctaua OP (puc. 1) y Bocnpumnmumsbix nauneHTos [3].

MoHAaTne o OP, BnepBble BO3HUKLIEE B NPOPUNAKTUYECKON MeWLMHE, HALLTO WNPO-
Koe NprYIMeHeHVe B COBPEMEHHOI KIMHNYeCKon Hedponornu, rae nx paccmMaTpuBatoT He B
KauecTBe HEMOCPeACTBEHHbIX MPUUYNH NMOBPEXAEHNA NOYEK, a KaK yCNoBus, CnocobcTay-
oLLMe peann3aumm OCHOBHbIX MaTOreHeTMYeCKUX MexaHU3MoB (Tabn. 1) [6, 71. K ¢akTopam
BbICOKOTO puricKa pa3suTua Ol y HOBOPOXKAEHHbIX feTell OTHOCATCA: HeJOHOLLEHHOCTb U1
HM3Kaa Macca Tena npu poXxaeHny, reMogMHaMUYecKn 3HauMbIi OTKPbITbIA apTepuasnb-
HbI NPOTOK, HEKPOTU3MPYIOLMIA SHTEPOKONUT, MepunHaTanbHaa achuKCUs, BpoXaeHHan

1 CKo, ONM 1-2-i ct. onn 3-icr.

Hopma MoBblWweHHbIN MNospexaeHue

puck

OLieHKa pucKa MNepBuyHan BTropuuHan npodunakTmka
npodpunakTnka
JleyeHve

Puc. 1. KoHuentyanbHaa mogenb OMM (moanduumposaHo no: [7]). CKO - ckopocTb Kny604KoBoOiA
¢unbrpayum; OMM - ocTpoe noBpexaeHue novek; XbIM — xpoHnueckas 6one3Hb Nnoyek
Fig. 1. Conceptual model for AKI (modified by: [7])
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Ta6nuua 1

OcHOBHble ¢paKTopbl pucka passutua OMM [7]

Table 1
Main risk factors for AKI [7]

—  XpOHMYecKas 6051e3Hb NOYEK,

—  CcaxapHblii graber,

— ne4yeHO4YHaA HeaOCTaTOYHOCTb,

COCTOAHMNA 1 CONYTCTBYIOWME Mpoueaypbl, BMelua-
yTCTBYloW JlekapcTBa u Apyrue BewecTsa poueaypel,

3a6oneBaHns TenbCTBa

- cencuc,

—  rinoTeHsus, HeCTepomaHble MPOTYBOBOCMANUTENbHbIE NCKYCCTBEHHOE

—  runepTeHsus, CpeacTBa; KpoBooGpalLeHue;

LIMKNOCMOPUH 1 TAKPOUMYC;
VNHMMOUTOPbI aHTMOTEH3MHMNPEBPALLato-
wero pepmeHTa;

onepauuu ¢ nepe-
KaTmem aopTbl;
NOBbILIEHHOE

—  CTEeHO3 MOYeYHbIX apTEPUIA, 6710KaTOpPbl PELIENTOPOB aHrMOTeH3VHa |l BHYTpMOpIOLLHOE
—  runepkasnbuuemus, NoaVPOBaHHbIE PEHTTEHOKOHTPACTHbIE [aBNeHue;
—  runepypvikemus, BelLecTBa; —  TpaHcnnaHTaums
—  nepuonepauvioHHas cepaeuy- —  MAPOKCUSTUAKPaXMar; neyeHu;

HasA aucyHKLS, —  aMUHOIMKO3Wbl; —  TpaHcnnaHTaums
—  CUHAPOM fIN31Ca ONyXonK, - amdoTepnumH B nouKn
—  pabgomvonus

anadparmanbHasa rpbixa, HeobxoammocTb B JKMO (aKkcTpakopriopanbHON MeMbpaHHON
OKCUTeHauumn), B XMPYPrmyecknx BMELIATeNIbCTBAX (Ha cepaue, B rpyaHON unm GptolHom
NnoJsioCTn), LOMALLIHKE POAbI, leyeHne Tpems NoTeHLManbHO HeGPOTOKCMYHBIMU Mpena-
patamu [8].

B coBpemeHHO MeauLMHe BO3pOC/ia YacToTa ATporeHHbix OM, 06ycnoBieHHas yBe-
JIMYEHMEM YMCNA KapANOXNPYPIrMYeCcKuX BMeLLaTeIbCTB U PEHTIEHOKOHTPACTHbIX MpoLe-
Zyp, uTo TpebyeT oT Bpaya Ntobol cneuunanbHOCTY YMEHUA OLEHUTb GYHKLUOHabHOE Co-
CTOAHVE NMOYEK A0 COOTBETCTBYIOLLErO BMELLATEIbCTBA Y CMOCOBHOCTM NMPOrHO3MpPoBaTh
cTeneHb pucka pazsutua OMNMN. MoHutopuHr OP nmeeT 3HaueHMe Kak aAnd NpopunakTmKy,
TaK U AnA QuarHocTukm yxe passusLieroca OlM (puc. 2). B nepsom cnyyae Bpay, aHanu-
3upya OP 1 accouMmpoBaHHble COCTOAHUA, CHavyana OTHOCUT NauueHTa K rpynmne prcka
no passutuio OlNMN. Janee oH NnpuMeHAET CTpaTernio ANarHoCTUKN B pexume oXugaHus,
KOTOpas 3aK/ioyaeTcs, BO-MePBbIX, B onpefeNieHn NCXOAHOro GYHKLIMOHAIbHOTO COCTO-
AHNA Noyek (KOHLUEHTpauma KpeaTVHHA B KPOBU, AMypPe3), BO-BTOPbIX, B OpraHu3auum
OVIHaMUYeCKOro KOHTPOJIA 3a YKa3aHHbIMY MOKa3aTensaMu, a B-TPETbUX, B MCMONb30BaHUN
6rioMapKepoB B KauecTse Hanmbosee paHHNX AuarHocTnyeckmx tectos npw OMM. Bo BTo-
pom cnyyae (puc. 2), korga Bpay guarHoctupyet OlM1, aHanm3 OP 1 accoummpoBaHHbIX
COCTOSIHUI NOMOraeT eMy 6onee TOUHO OLEeHNUTb NpeMopbuaHbIN GOH NaumeHTa, paspa-
60TaTb ONTVMAJIbHBIN MJIaH JleYebHbIX MEPONPUATAI U MPOFrHO3UPOBATb NCXOA B KaXaom
KOHKPETHOW KMHUYeCcKon cntyaumm [6].

BaxHasa ponb B oueHke npuumH pa3sutna Ol oTBoauTCA aHann3y nekapcTBeHHOM
Tepanuu, KOTopyio NnonyyaeT nauueHT. B Tabn. 2 KpaTko npeacTaBieHbl OCHOBHbIE Mexa-
Hu3mbl pa3sutua Ol nekapcTBeHHOM 3THMONOr N [6].

OpHako pgeTckme HeppOonory YacTo OKa3blBalOTCA BOBIEUEHHbIMU B JIeUeHre NnaLneH-
TOB nocne MaHugectaymm OMM. B nccnegosarnum K.J. Downes u coaBT. 661710 Noka3aHo,
YTO eXXe[iHEBHOE, @ HE MO YCMOTPEHMIO Jleuallero Bpaya MOHMTOPUPOBAHME YPOBHA Kpe-
aTVHWHA B KPOBM Y eTeil C MyKOBUCLMA030M MU 060CTPEeHNM GPOHXONEroYHOro Npo-
Lecca 1 Tepanum amyHOIMMKO3NAaMM NPUBOAMIO K MOBbILEHNIO YaCcTOTbl perncrpaumm
orn[ol.
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(0630p nuTepatypbl). Yactb 2

Ta6bnuua 2

OcHOBHble MexaHu3Mbl pa3Butua OMNM nekapcTtBeHHOM 3TONOrUM [6]

Table 2
Main mechanisms of drug-induced AKI [6]

OCHOBHOI1 Me@XaHu3M

Mpumepbl npenaparos

Mpamoe nospexgeHne Ty6ynapHOro snu-
Tenun

AMWHOIIMKO3MABI, LUCMNATUH, amdpoTePULMH B, peHTreHo-
KOHTPACTHble npenaparbl, TsKesible MeTansbl, OCKapHeT
HaTpWs, MHIMOUTOPbI KanbLUMHEBPUHA

MospexaeHne SHAOTENNA MUKPOCOCYAOB,
pa3BuUTViE TPOMOOTNHECKOM MUKPOAHIMO-
naTtun

NHrM6nTOpbI KanbUMHEBPUHA, MUTOMULMH C, XUHWH,
TUKMONUAMH, KNONMAOTPes, KOHbIOTMPOBAHHbIE SCTPOrEHbI,
6nokaTopbl pakTopa pocTta sHaoTenuA cocynos (VEGF)

Mwemus n CHXeHne CKopoCTy Kiy6ouKo-
BOW GpUNbTPaLMmM BCIEACTBUE Ba3OKOHCTPUK-
umm afferent arteriole

HecTepounaHblie NpoTMBOBOCNANMTENIbHbIE NPEnapaThbl, PeHT-
reHOKOHTpacTHble npenapartbl, amGoTepuLmnH B, HrnémTopsl
KanbUMHeBpPUHa

wemuna n cHMXeHne ckopocTn Kﬂy6OHKO-

MNHrMorTOpbI aHrMOTEH3MHNPeBpaLLatoLero GbepmeHTa,

BOWi GuNbTPaLuM BCNeACTBIE Ba3oAnaTa-

Ln efferent arteriole 6510KaTOpPbI PeLenTopoB aHrMoTeH3rHa ll

CynbdoHUNaMuabl, TpMamTepeH, aLMKIIOBP, METOTPEKCaT,

Kpucrtannypus n mouesas ob6CcTpyKuus
p yp pyKu MHIMOUTOPBI NPOTeas

BocnaneHwve nHtepctmyma MHorue (noTeHUManbHoO — Niobble)

30/10TO, NEHNLUIINIAMMH, HecTepounaHble NpOTUBOBOCHANN-

Mpamoe nospexaeHne Knyboukos
p pexA Y TesbHble Npenapartsl, 6nokatopbl VEGF

CTaTuHbl, ranonepuaon, KeTaMuH, 6eH30ﬂI/Ia3eﬂI/IHbI, ,Ell/ld)eH-

Pa6bgomunonus
rMAPaMVH, TPULMKANYECKUE aHTUAENPECCaHTbI

MNMoTeHUManbHble NPEVMYLLECTBa TLATENIbBHOTO MOHUTOPUPOBaHNUA QYHKLUU MoYek
BK/IOYaloT 6osiee paHHIo AvarHoctuky OllM, CBOeBPEMEHHYIO KOPPEKLMIO MHPY3MOH-
HOW Tepanuu (NS UCKMIUYEHWA rvneprugparaymm), oTMeHy HedpPOTOKCUYHbBIX NeKap-
CTBEHHbIX CPEACTB U KOHTPOJb 3a Apyrumn OP, uTo MOXeT NpeaoTBpaTUTL pPasBUTUE Y
nporpeccnpoBaHue OIM.

Mepbl No BTOpWYHON MNpodunakTike (Mo NpefoTBpPaLEHUI0 NMPOrPeccUpoBaHNs)
UrpatoT BaXHY ponb B niedeHumn OIMM (puc. 1, 2). dkcneptamm Acute Disease Quality
Initiative (MHMUMATUBBI MO KauecTBy IeYeHUs: OCTPOro 3aboneBaHus) Ha 22-1 KOHdEpeH-
Luunn GbIIV NPEeRSIoKEHbI HECKONIbKO PYKOBOACTB I PEKOMEHAALMI MO NEPBUYHON U BTO-
puryHoi npodunakTrke ONM, KoTopble KPAaTKO NpeacTaBneHbl Ha puc. 2 [3, 10].

MpoBepeHHble Mepbl NpodunakTukm O BKOYAT UHTEHCVBHOE BBEAEHUE XKNAKO-
CTV NayMeHTaMm C gervgpaTtaumen u BbiICOKMM prckom passutua OlM, npegoTtepalyeHme
rMNOTOHUWN y AeTel B KPUTUUYECKMX COCTOAHMAX C NPUCOEAMHEHNEM NHOTPOMHOWN MOA-
[EepPXKHU, TLWATENIbHbIM MOHUTOPUHT GYHKLIMM MOYEK U KOHLIEHTPaLUN NTEKAPCTB B KPOBY B
CJlyyae npyMeHeHra HepPOTOKCUYHBIX NMpenapaToBs (Mpy Bo3MoXKHoCTH) [1].

B KOHCEPBATWMBHOE JIEYEHWE OIMM

Jleuenue OIMI BKNOYAET KOHCEPBATMBHOE BefeHue nauyueHTa u nposegeHue 3M1T.
KoHcepBaTrBHan Tepanna ocywecTenseTca Ha Bcex ctaguax OMM1, a npu nporpeccnposa-
Hum OMI go 3-n cTaguun 1 NPUCOeaNHEHNN SKCTPAPEHANIbHbIX CUCTEMHbIX OCIIOXKHEHUIN
MOXeT BO3HMKHYTb HeobxogmmocTb B 3MT.

OcHOBHble NleyebHO-NpodUNaKTUYECKE MeponpusaTua y nauymeHToB ¢ OMM Bkova-
t0T: 1) MaKCUManbHO BbICTPOE yCTpaHEeHME I MUHUMIM3aLUI0 AeNCTBUA OCHOBHbIX 3TU-
oniornyeckux ¢pakTopoB (MpepeHanbHbIX, MOCTPEHASIbHBIX, PEHANbHBIX); 2) KOHTPOJb 3a
rmapo6anaHcom 1 ero KOppPeKLMio; 3) BOCCTAHOBNIEHME HaPYLUEHHbIX FOMEOCTAaTUYECKIMX
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bYHKUMIA noyek (aneKTponuTHoro 6anaHca U KMCNOTHO-OCHOBHOIO COCTOAHUA, apTepu-
anbHol runepteHsum (AN n ap.); 4) NnepecMoTp CTpaTernm UCNosb3oBaHMA HeppPOTOK-
CUYHbIX MPenapaToB 1 O3MPOBaHMA APYIMX NIeKapCTBEHHbIX CPEACTB B 3aBUCUMOCTY OT
cTeneHn cHmxkeHnA CKO; 5) obecneyeHre ageKkBaTHOWM HYTPUTUBHOM noagepku [11].

NEPBUYHAA MPOOUJIAKTUKA

Ectb nu y naymneHTa ¢pakTopbl pucka passutus OMM:

1) Ha MOMEHT rocnuTanusayun B KNNHUKY;

2) npu KaXKAOM N3MeHEeHUM KNMHNYeCKOoro cTatyca B 6onbHuue.

ConyTcTBylowWwme 3a6onesaHnsa n

3a6oneBaHnA N COCTOAHNA CMMNTOMbI U NPOABNEHNA

COCTOAHMA

—  XBIT; —  TMNOTeH3us;

. - cencug

—  caxapHblin guabeT; —  rvnepTeH3uA C rmnepruapa-
— pabgomwunonus; .

— 3aboneBaHuA cepaua v neyeHu; —  onyxonu: Tayven;

—  HeAOHOLEHHOCTb; 4 ! - onurypus;

—  HaxoXfeHWe B peaHNMaLuV;
—  npuem HeppPOTOKCUHOB; —  CMMNTOMbI 06CTPYKLUMK
—  HernocpefCcTBeHHO nocne

— B aHaMHe3e: TpaHCMNaHTauuA co- MOYEBbIX MyTel;
onepaummn Ha cepaue nnm
NINAHBIX OPraHoOB MMM CTBOJTOBbIX —  MpoABNEHNA BaCKY/INTOB, 3a-
nocne TpaHcnnaHTaumm .
knetok, OMMN 6oneBaHNIN NeyeHu, NoYeK

N J
e

1. O6aA3aTenbHas oLeHKa 1 MOHUTOPUPOBaHIeE: YPOBHA KpeaTHMNHA B KPoBU, obLLie-
ro aHanvsa Mouu, NoOYacoBOro Anypesa, NPy HeobXoAMMOCTM APYTrUX NCCefoBaHN
(Hanpumep, Y3 noyek 1 moueBOro nysbipa u gap.).

2. YmeHbLIeHNe BANAHNA moanduumpyembix GpakTopoB pucKa: OTMEHUTb/MUHUMU-
31pOoBaTb MCMONb30BaHNe HePPOTOKCUYHBIX MpenapaToB UK nsberatb ero, ONTUMK-
31poBaTb remoanHaMuKy/rugpobanaHc, neunTb CconmyTcTByOWMe 3aboneBaHna (Ha-
npumep, caxapHoiin gnabeTt, XbM n gp.).

BTOPUYHAA MPOOUNAKTUKA

(nauwmeHT passwun OIM)

O6wwme wenu: JOCTMYb BbI3LOPOBNEHUSA C BO3BPALLEHNEM K MICXOAHBIM GYHKLMAM NoYek:
1) 3a Hanbonee KOPOTKMI NPOMEXKYTOK BPEMEHU; 2) C MUHUMASIbHBIMU OCIIOXHEHUAMU.

N J
e

NpeHTnduumnpoBarb/oueHnTb: MeponpuaTtns:

—  neuuTb Natonoruto, npusegawyto K OMM;

—  YCUAUTb MOHWUTOPWHT YPOBHSA KpeaTuHIHA B KPOBU 1 MO-
4acoBOro uypesa;

—  JIe4YnTb Y MOHUTOPMPOBaTb ocnoxHeHua OMMM (Hanpumep,
runepkanmemuio n ap.);

—  ONTUMM3MPOBaTb reMOANHaMUKY/rnapobanaHc;

—  OCTaHOBUTb/MUHUMW3MPOBATb UCMOMb30BaHVE UK U3beratb
HePOTOKCUYHbIX NpenapaToB

—  npuunny OMMT;

—  Taxectb OMMM;

— ocnoxHeHua OMIT;

—  reMogVHaMUKY/ruppobanaHc;
—  npuem HeppPOTOKCUHOB

Puc. 2. KnuHnvecknih nogxop K nepBUYHOIN 1 BTOPUYHON NpodunakTuke rocnutanbHoro OMM y geren
(moauduuymposaHo no: [3])

Fig. 2. Clinical approach to primary and secondary prevention of hospital-acquired AKl in children
(modified from: [3])
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JleyeHne 3aboneBaHu N coctosiHui, npuBeawnx K OMMN

Y peteit ¢ OCTPbIMK PECNNPATOPHBIMA U KULLIEYHBIMU NHOEKLMAMY C pa3BUTUEM ae-
rmapartauum pasnnyHol cteneHn agekBaTHaa nHOY3NOHHaA Tepanua MOXeT Kak npodu-
NaKTUpOBaTb, Tak 1 Neuntb npepeHanbHoe OIM [4]. Mpu cencruce cBOeBpeMEHHOE Ha-
3HaueHMe aHTMOMOTNKOB MrpaeT KIYEBYO POfb B NPefoTBpaLleHN NPOrpeccupoBa-
HUA NaToONOrMYecKoro npouecca. HeoTbemeMbIMU COCTABAAIOWMNMUN PeaHMMALMOHHbIX
MeponpuUATUA NpU nedyeHnmn centudeckoro woka (CLU) n gpyrux ero BMAoOB ABNAKOTCA
BbICOKOOOBbEMHasA MHPY3MOHHAA Tepanua 1 NPUMeHeHNe Ba3oNpPeCcCOPHbIX NpenapaTos.
MNMocTaHOBKa ypeTpanbHOro Katetepa Uam HanoMXeHne LMCTOCTOMbI MUHUMW3MPYIOT NO-
yeyHoe NoBpeXAeHMe NPU KanaHax 3agHern ypeTpbl Y MiafeHLeB, a ABYCTOPOHHAA He-
dpocTomna — Npu NONHOM 06CTPYKLUUN (KOHKpPEMEeHTaMU, CrycTKkamu KpoBu 1 T. A.) obo-
NX MOYETOUYHUKOB. [ynbc-Tepanua rmoKoKopTUKOCTEPOUAAMIU U UCMNONb30BaHUE APYTrX
UMMYHOCYNPECCUBHbIX MpenapaTtoB HeoOXoAMbl B NeYeHUn CUCTEMHbIX 3aboneBaHunni
(BackynuToB, ntonyc-HedbpuTa 1 ap.), conposoxpaatowmxca OIM. B To Bpema Kak y geteii ¢
TUMUYHBIM FreMONINTUKO-Ypemudeckum cuHgpomom (FYC), accoummpoBaHHbIM C LUINFa-TOK-
cuHom E. coli, BocTaTouHO noaaepkmBatoLlert Tepanun, npu atunmyHom IN'YC HazHauyeHme
KoMnnemMeHTONoKMpytoLen Tepanun (3Kkynnsymaba) byneTt onpefenatb TeyeHne 1 NCxoq,
He ToNbKO camoro 3abonesaHus, Ho 1 OM.

OnTumusayusa rugpobanaHca: NCKNOYEHNe runo- u runepsoneMnmn

Mpu HanUUMM rMNOBONEMMMN N BHE 3aBUCUMOCTY OT HaNNYUA UK OTCYTCTBUA KpuUTe-
pues Ol Heo6xoAMMO NPUHATL CPOYHbIE MepPbl K BOCCTAaHOBNEHMIO O6beMa LIMPKYIn-
pytowen kposu (OLIK), He goxmpanck 3aBeplieHna guarHoctukm OMNMM [11]. Tunosonemma
npuBoauT K runonepdysum nodek co cHmxeHnem CK® 1, Kak npaBuno, ycrnewHo BOC-
CTaHaBNUBAaeTCA Noc/e BHYTPUBEHHOTO (B/B) BBeAeHMA Kpuctannongos [4]. B page cny-
yaeB npu anarHoctuke OMM (Ha ¢oHe cepAeYHON HEROCTATOYHOCTU, HEPPOTNUYECKOTO
CUHApPOMa U T. Ai.) cnefyeT orpaHNYnBaTh NOCTYMNJIEHME XXUAKOCTH, YTOObI NpefoTBpaTUThL
pa3suTue runeprugpataumm. Takum obpa3om, o6bem nocTynatoLlern B opraHm3m pebeHka
¢ OMNMN »xnpKocTn onpefenaeTca UHANBMAYANbHON KNNHUYECKOW CUTYaumen.

Yro KacaeTca BbIbopa UHPY3MOHHOIO pacTBOpa ANA SKCTPEHHOro BocnonHeHusa OLK
npu germapartauun, NccnefoBaHNA Nokasanu flyywne pesynbTaTtbl 1eYeHns npu UCnosb-
30BaHUM Ppusmnonoruyeckoro pactsopa (0,9% pactsopa NaCl) B cpaBHeHM C KONNOWUIHbI-
MW pacTBOpPamMu Ha OCHOBE r’MApPoKCcMITUAKpaxmana [12, 13]. Tun ncnonb3yembix KpucTan-
NONJO0B TaK»Ke MOXET BIMATb Ha reMofrHaMUKy nodek. Hanprmep, Habnogaetca 3Hauwn-
TeNIbHOE CHIVKEHVe KPOBOTOKa B MOYEUYHON apTepun 1 nepdysmm KOPKOBOro BeLlecTBa
npu ucnonb3oBaHun 0,9% pacteopa NaCl (copepXmT HedU3Monornyeckyo KoHLeHTpa-
Lm0 XNopumaos — 154 MMOsb/f1) NO CPaBHEHNIO C XNOPUA-PECTPUKTUBHBIMU KUAKOCTAMN
(PyHrepa naktaToM, KOHLEHTpaUMa xnopuaos — 112 mmonb/n). eNncTBUTENbHO, N36bITOY-
HasA pocTaBKka xnopuga B macula densa moxeT akTMBMpOBaTb TyOyno-rnomepynapHyto
obpaTHyl0 CBA3b, Bbi3blBasA CyXeHue noyeuHbix cocyfoB 1 cHmkeHne CKO [3]. OpHako,
no pesynbTratam psAfa paHLOMU3MPOBAHHbIX MPOCNEKTUBHbIX UCCNIeOBaHUN, Y HEKPUTU-
YeCKMX NaLmeHTOB He yaanoch fokKa3aTb NpenmyLlecTBa cbanaHCMpPOBaHHbIX PacTBOPOB
(PuHrepa nakrtata u gp.) no cpaBHeHuto ¢ 0,9% pacteopom NaCl [14, 15].

Y nauyveHTOB C OnuMroaHypueln nocne JOCTVMXKEHUA SYBONEMUM CYyTOUHbIA ob6bem
MHQY3MOHHON Tepanuu paccunTbiBaeTcA cnegyoowym obpasom: 400 mn/m?> nosepx-
HOCTU Tena (HeowyTuMble MOTEpPW) NAOC Anype3 3a NpefbiayLne CyTKU NC Tekywmue
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natonoruyeckre notepu. Heolwytrmble notepu 3amelyatotca nHodysmen 5-10% pactsopa
rNIOKO3bl, @ AMype3 1 3KcTpapeHanbHble notepu — 0,9% pacteopom NaCl [16]. Y peteii ¢
runeprugparayunen cnegyeTt orpaHNYUTb NoTpebneHne XMAKoOCTU U PacCMOTPeTb Heob-
XOAMMOCTb NPUMEHeHNA ANYpPeTUKOB (Hanpumep, dypocemunaa) [17].

CornacHo pekomeHfaumam Accoumaumm OeTCKUX aHecTe3nOosIoroB-peaHnmaToioros
Poccum [18] n mexgyHapogHbim pekomeHgaumam [19], y peten ¢ cencucom u CL nHdpy3u-
OHHasA TepanuA B TeYeHMe NepBOro Yaca nocne NocTaHoBKKM guarHosa CLU nposoauTtca B
o6beme He 6onee 40 mn/Kr (5-10 MA/Kr Ha ofHO 6ONIIOCHOE BBEAEHME) MPY BO3MOXHOCTH
OLeHKM MOoKa3saTesien LeHTpanbHOW reMoAvHaMUK/A N OTCYTCTBUN KNUHUYECKOW KapTu-
Hbl neperpyskun xmngkoctblo. [ina neyeHnsa cencuca u CLU cnegyet ncnonb3oBatb UHY-
3MOHHYI0 Tepanuio cbanaHcMpoBaHHbIMK KpucTannovgamu, a He 0,9% pactsopom NaCl;
He UCKIoYaeTcA NpMMeHeHne anbbyMuHa Kak 35emMeHTa Tepanumn sHLoTeNnanbHom guc-
bYHKUMK, @ KONIOMAOB Ha OCHOBE MM POKCUITUNKPaXManoB ciefyeT nsberatb. Y 3Tol Ka-
Teropuuv nauMeHToB HeoOXoAMMO NogaepPK1BaTb CpefiHee apTepuranbHoe aasneHve (A1)
Ha ypoBHe 50-ro nepuUeHTWNA 1 Bbllle AN COOTBETCTBYIOLEro BO3pacTa, a nocne 12 net -
>65 MM pT. cT. [locne BoneMmyeckon Harpy3ku 1 Npu oTCyTCTBUM CTabunmsaumm remogu-
HaMVKK ana obecneyeHnsa afeKBaTHOro NOYEUYHOro KPOBOTOKa ClieflyeT pacCMOTPETb BO3-
MOXHOCTb NMPUMEHEHMNA Ba3oNpeccopoB (HOpagpeHanuH ABNAETCA NpenapaTom nepBown
NUHWK). PaHHee Ha3HayeHWe HopaJpeHanuHa CHKaeT NOTPeOHOCTb B BONEMNYECKOW Ha-
rpy3Ke 1 yMeHbLUaeT NPOAOKUTENBHOCTb UCKYCCTBEHHON BeHTUnAL MM nerkux (VBJ1) [20].

KoppeKuusa HapyLlieHui1 SN1eKTPONUTHOro N KUC/IOTHO-LWeNlouHoro 6anaHca

B 3aBncMMocCTU oT ocHoBHOM NpuunHbl ONM, conyTcTBYtOWMX 3ab0NeBaHUN, a TakxKe
ctagum OMMN n Hanuuma NMb0o OTCYTCTBUA ONMroaHypun, 6yaeT BbIABAATLCA TOT UM UHON
ancbanaHC aNeKTPONNTOB KPOBU. ITW M3MEHEHNA, KaK NpaBuio, NpoTeKaloT 6eccMmnTom-
HO 1 TpebyloT perynapHOro MOHUTOPUHra GUOXMMUYECKOro aHanm3a KpoBsu. Y geTein ¢
onuroanypudeckum OMMIM npu oTCYTCTBUM 3HAUMMON rvnokannemnn nnun runodocdare-
MUK HeobXo4MMO OTMEHUTb BCe npenapartbl Kanua 1 ¢ocdopa B/B U per 0s, OrpaHNUUTb
npuem npoayktos, 6oraTbix Kanuem. MoTpebneHne HaTpua Takxe cnefyeT OorpaHUYNTb
[0 2-3 MMOSb/Kr/aeHb AnA npefoTBpalleHna 3afepXKKy HaTpUA U XXMAKOCTW, Pa3BUTUA
n yxypleHna TeyeHuna Al Ha ctagun nonnypuueckoro Oll nHorga otmevaiotca cyle-
CTBEHHble NoTepu 3neKTponuToB (pocdopa, HaTpWA, MarHUA 1 Ap.), BOCMONHEHWE KOTO-
pbIX MO>KET OCHOBbIBAaTbCA Ha MOHUTOPUWHIE SNEKTPONNTOB Ma3Mbl 1 Moun [2].

[Mnepkannemma — 3To camoe OMacHoe 1 YyrpoXkatoLee Xn3Hu ocnoxHeHne OIM1, koTo-
poe MOXeT NPUBECTM K CepAeUHO apuTMMKN 1 BHE3aNHOW cmepTu. CUMNTOMbI Hecneuu-
bUYHBI U MOTYT BKIOUYaTb HEAOMOTraHMe, TOWHOTY U MblLEYHYIo ClabocCTb. DNeKTpoKap-
anorpaduueckne (3K nsameHeHna cnefyeT UCKaTb y BCeX MALMEHTOB C MOAO3PEHMEM Ha
runepkanuemmto. OcHoBHbIMK JKI-Npr3HakaMu, BO3HMKAKLWMMN MO Mepe HapacTaHuA
runepkanuemmnn, ABNAIOTCA CrefyloLine: BbICOKME 3a0CTpeHHble 3yOubl T, YASIMHEHHbIN
nHTepBan PR, ynnoweHHble 3ybubl P, pacumpeHHbii komnnekc QRS, xenygoukoBas Taxu-
Kapama n ¢nbpunnauus [2].

B cnyuae ocTpol runepkanMeMmn neveHne 3aBUCUT OT YPOBHA Kanius, a Takke OT
JKr-n3meHeHwn [21]. Bcro Tepanuio MOXHO pasfennTb Ha cneaytoLne Kateropum: ctabmnu-
3auma MembpaH KapANOMUOLIMTOB U MMHUMM3ALMA PUCKa apuTMuUn (Conu Kanbums), ycTpa-
HeHVe NCTOYHUKOB NOCTYMN/IEHUA KanuA (gueTa, 30HA0BOE 1 NapeHTepasibHOe NUTaHWE, UH-
by3MOHHbIE PacTBOPbI, IeKapCTBEHHbIE CPeACTBa), NepeMelLeHNe Kanua 13 cocyamcToro
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pycna BHYTpb KNeTok (6eTa-aroHWCTbl, MHPY3UM FMIOKO3bl C MHCYIMHOM, rMppokapboHaTa

HaTpuA (NaHCO3)), CHVXeHVe obLUen Harpy3Kku KanvMem B opraHuM3Me 3a CYeT BbiBefleHUsA

Kanus yepes »enyfgoUYHO-KMLIEYHbI TPaKT (MOHOOO6MeHHble CMOofbl) 1 MoYKM (bypocemnp).
HeoTnoxHble meponpuATMA BKAtoYatoT [21, 22]:

B pHranauuio canbbytamona C MCNonb3oBaHMeM Hebynarsepa: HOBOPOXAEHHble —
0,4 mr; ot 1 mecaua go 4 net - 2,5 mr; 5-11 net - 2,5-5,0 mr; 12-17 net - 5,0 mr; BO3-
MOXXHO MCMONb30BaHNe aspo30na ANA UHranaumm y geten 5-17 net — 100-200 mkr
TPVXAbI C MHTEPBasIoM 20 MUHYT;

® /B BBegeHue 10% pacTBopa Kanbuua rnokoHata 0,5 Ma/kr 3a 10-20 MURYT (MaKcu-
ManbHo 20 MmN Ha BBeJeHue);

" uHdy3na 10% pactBopa rwkosbl 0,5 r/kr (5 mMn/Kr) ¢ aHanoroBbiM WHCYNVHOM
(0,1 Ep/kr, max 10 Eg) 3a 30-60 MURyT;

" nHby3uA NaHCO3 B Ao3e 1 mmonb/Kr (max 50 mmonb) B/B 3a 30-60 MUHYT Npw Hanu-
ynm MeTaboNInyecKoro aLmao3a;

®  dypocemmup 0,5-1 mr/kr (max 40 mr) B/B unu 1-2 mr/kr (max 80 Mr) BHYTpb Y feTel C
COXPaHHbIM Jnype3oMm;

B YIOHOOOMEHHbIe CMOJIbl (Kanbuma unm HaTpusa nonuctuponcynbdoHat) 1 r/Kr BHyTpb
unu pektanbHo (max 30 r BHyTpb, 30-50 r peKkTanbHO).

KoHcepBaTuBHasA Tepanusa runepkaimeMmmn HoOCUT BPEMEHHbI XapaKTep, 0CO6eHHO y
NaumMeHToB C ONIUroaHyprel, N03TOMY C MOMEHTa Havana ee npoBefeHMA HeobxoanMo
OCYLLeCTBNATb NOAFOTOBKY K remoananunsy (metog sbibopa) unu gpyrum metogam 3MMT.

[MnoHaTpriemMna Npu ONMroaHypun valle He TpebyeT KOppeKUUr HaTpreM, Tak Kak
obycnosneHa M3ObITOYHBIM KONMMYECTBOM TUMOTOHUYECKUX XMUAKOCTEN (rmnoHaTtpue-
MUA pa3sefeHus). KoppeKumsa MoxeT ObiTb JOCTUIHYTa 3a CYET OrpaHNYEeHNA XULKOCTU.
OpHako, eciv NoABNAETCA HeBpoOJSiorMyeckasa CYMMTOMaTUKa B BMAE CyAoOpOr MM Ha-
pyleHnAa co3HaHMA Ha GoHe KpalHe HWU3KOWM KOHLIEHTPaLMM HaTpUA CbIBOPOTKN KPOBU
(<120 mmonb/n), To Heo6XOAMMa CPOYHAA YaCTUUYHAA KOPPEKLMA ero ypoBHA C MOMOLL b0
NHQY3UN rMNepTOHNYECKOro pacTBopa HaTpusA xnopuga [7].

MeTtabonuuecknii aunao3 C BbICOKMM aHWOHHbIM MPOMEXYTKOM ABAETCA 4YacTbiM
ocnoxHeHvem Tsxkenoro Of. Beegenne NaHCO, cneayet HauvHaTb TONbKO B OMacHbIX
ONA KU3HW CUTYaumAX, Korga pecnvpatopHaa KomneHcauma HegoctaTodHa unm auugos
cnoco6cTByeT yXyALWeHuto rmnepkKanMemmm. B cnyyasax Taxenoro nnm nporpeccupytolle-
ro aumpao3a rnocse WokKa, cepbesHbiX UHPeKUUA nnu apyrux runepkatabonnyeckux co-
CTOAHNI MOXKeT NoTpe6oBaTbcA AonosiHuTenbHasa nHdysna NaHCO, ana koppekunn u
noaaep»kaHna aprepuanoHoro pH 6onee 7,2 (oo ctabunmsaymm coctoaHMA NaLmneHTa Ha
¢doHe Tepanun ocHoBHOro 3abonesaHuA). OgHako B OONbLINMHCTBE KIMHUYECKUX CUTYa-
Uuin feTam C ypoBHeM GrkapboHaTa CbiBOPOTKM 6onee 14 MMonb/n 1 € apTepranbHbiM
pH 6onee 7,2 8/8 BBeaeHne NaHCO, He TpebyeTca. YpesmepHoe ncnonbsosaHrie NaHCO,
npw OMMIN MOXeT CNpPOBOLMPOBaTb rMMMNoKanbLMeMUIO 1 rnnepHaTpuemmnio [2].

lunepdochatemmns Hepepko BcTpeyvaetca npu ONM 1 06blYHO Bbi3BaHA CHUXKEHWEM
3KCKpeunn pocdopa Noukamu, a TakKe ero BbICBOOOXKAeHMEM M3-3a pabaoMmonmnsa nnm
cuHgpoma nusuca onyxonu (CJ10). Mo mepe nosbiweHUs ypoBHA docdopa pa3BrBaeTca
rMnoKanbLMemMmsa co CHUKeHuem obuiero Kanbuma go 1,75-2,0 mmonb/n. Apyrumm npu-

YnHamun runokanbumemmn npu ONMM ABNAIOTCA Pe3UCTEHTHOCTb KOCTHOW TKaHW K napa-

TupeongHomy ropmoHy (MTl) n HM3Kaa npoayKuua Kanbuutpuona. MNockonbky runep-

¢dochaTtemus, Bbi3BaHHaA nepopasnbHbiMK pocdhopcopepkawmmm npenapatamm n CJ10,
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moxeT BbI3BaTb OlM, cnepyet nsberatb Taxkenow runeppocdaremmu, YTobbl NpegoTBpa-
TUTb NOYEYHOe NoBpexaeHne. B 3Ton cnTyalum MoXHO ucnonb3oBaTtb docdaTcBaAsbiBa-
lowre npenapatbl (KapboHaT Kanbuus, ceBenamep u ap.). Ecnn Habnogaetca cumntoma-
TUYecKaa rmrnoKanbLuMeMmsa Wan reMofrHaMuyeckasa HecTabubHOCTb, TO noTpebyeTcA
B/B HY3mnA 10% pacTBopa MioKoHaTa Kanbuua. lMnepkanbuemna pefiko BCTpeyaeTca
npwu OMMM n obbiyHO HabnopaeTca B Ga3e BOCCTaHOBIIEHUA Y NaLMEHTOB C pabgommnonu-
30M, Kora KanbLuii BbICBOOOXKJAeTcA 13 KanbLMNCoaepKaLllnx KOMMIEKCOB B MbILLILAX.
Kpome Toro, korga BbipaboTKa KanbL/Tprona BoCCTaHaBNBaeTcA Ha GoHe paspelleHns
OrMN, moxHo HabnogaTb MOBbIWEHHYD UYyBCTBUTENIbHOCTb peuenTtopos K [MTI. Tunep-
KanbLuemus B 3TOW CMTyauumn He TpebyeT Kakoro-nubo nedeHus. Jlerkasa runepmarHuve-
MUA MOXKeT BCTpeyaTbcA npu ONMIM 1 06bIYHO He MMEET KINMHMYECKMX MoCneacTeunii [2].

BbifaBneHue 1 neyeHne apTepuanbHO rMNepTeH3snmn

MosbiweHne ALl y nayneHToB ¢ Ol B 0cHOBHOM 00YCNOBNIEHO Neperpy3Kon XUaKo-
CTbIO U/MNN aKTUBALMEN PeHNH-aHIMOTEH3MH-aNIbAOCTEPOHOBON cucTembl [23, 24]. AT y
eten onpefenaeTca Kak CTOMKOE NOBbleHMe CUCTONIMYECKOro U/Wnn ANacTONNYeCKOro
ALl Bbiwe 95-ro nepueHTUNA ANA JaHHOMO MoJa, BO3pacTa M ASIMHbI Tena nauuneHTa [24].
luneptoHnuyecknin Kpus (FK) — 3To BHe3anHoe pe3koe nosbiweHne All (kak npasuno,
Bbllle YPOBHsA, cOOTBeTCTBYIOWero Al 2-i1 cTeneHu), conpoBoXatolieeca yxyalweHmem
coctoaHua pebeHka. Het abcontoTHoro nopora Al ana onpepeneHus K. PykoBoacteo
EBponerickoro obuiecTtsa runepTeH3nn npegnosnaraet, YTo npesbiweHre Ha 20% Bbllwe
Kputepua Al 2-1 cTeNeHn MOXET yKa3blBaTb Ha KPUTMYECKYIO TOUKY ANA OMarHOCTUKK
Taxkenoro Ky geten [25]. CornacHo npuHUMnam, ony6inkoBaHHbIM AMEPUKaHCKON aKa-
JemMrie neamaTpum, KNMHULMCTBI AOMKHbI 6eCNOKOUTLCA O PUCKe MOpaXeHna opraHoB-
muweHen, korga Al pebeHKa npeBsbiwaet Ha 30 MM PT. CT. 95-11 NepUeHTUNb ANA faHHOro
nosa, Bo3pacta 1 AnuHbl Tena naumeHTa [24]. JlekapctBeHHaa Tepanua MK y getein [22]
npepcrtasneHa B Tabn. 3.

Ta6bnuuya 3
JlekapcTBeHHble npenapartbl A/ HEOT/IOXKHOI Tepanuu rMNepToHNYEeCcKoro Kpmsa
Table 3
Medicinal products in hypertensive crisis emergency therapy
Mpenapar Pexxum go3upoBaHuna
H +« | MepopanbHo (cy6nuHreanbHo nnm BHyTpb): no 0,1-0,25 Mr/Kr (MakcmanbHas pasoBas
ndeaunuH
no3a — 10 mr) 2-4 pa3sa B CyTKM (MakCMMasnbHO OT 3 Mr/Kr B CyTKM [0 90 Mr B CyTKM)
Snananoun® B/B: pa3oBas go3a 0,005-0,01 Mr/Kr Ha BBefileHMe, MakcMasbHasa ao3a 1,25 mr/pgo3sa. Mpu-
P MeyaHue: C OCTOPOXKHOCTbIO NPY NMOYEYHOW HeJOCTaTOMHOCTMN
BHyTpb: 0,5-1 MKI/KF O MaKCUManbHOWM CYMMapHOW A03bl 25 MKF/Kr B CyTKM (1,2 MF B CyTKM)
KnoHnann* B/B, He MeHee yeMm 3a 15 MMHYT: y NaumeHTOB <12 neT pa3oBas Ao3a 2—5 MKI/Kr Ha BBefe-
Hue (MakcmanbHo 300 MKr/po3a) 3-4 pasa B CyTKM, Y naumeHToB =12 net 0,1 Mr 2 pasa B
CYTKM, NPV HEOGXOANMOCTY NMoBbieHKe Ha 0,1 Mr B cyTKu [o 0,4 Mr 2 pasa B CyTKM
B/B TnTpoBaHue: 0,5-0,8 MKI/Kr B MUHYTY (0332 MOXeET OblTb fOBefeHa A0 8 MKI/KF B MUHY-
Hutponpyccng . 6 5 6
HaTpus* Ty). MpumeyaHmne: npu nHPy3nm 6onee 72 yacoB UK CHIPKEHNN GYHKLIMMN NOYeK TpebyeTca
KOHTPOb 3a YPOBHAMU TUOLMaHaTa B KPOBU
Ypanungun* B/B: HauanbHas go3a 0,5-4 Mr/Kr B yac, nogaepueatowan — 0,2—2 Mr/Kr B yac

MprimeyaHue: * NPOTUBOMNOKa3aHbl y UL Mnagalue 18 neT B CBA3U C HEYCTAaHOBEHHOW 3GGEKTUBHOCTbIO 1 6€30MacHOCTbIO, HO
C yUYETOM MEXAYHAPOJHOTO KNMHUYECKOTO OMbITa NPYMEHEHWSA MOTYT Ha3HAYaTbCA MOC/E NosyyYeHns MHPOPMUPOBAHHOIO CO-
rnacus 3aKOHHbIX NpeacTaBuTenen pebeHka (poguTenen, ycbHOBUTENEN W T. 4.). [1py OTCYTCTBUM 3aKOHHBIX MPeAcTaBuTenei
pebeHKa Takoe peLleHne MOXeT GbITb MPUHATO KOHCUIMYMOM Bpayeil-CreynanicToB ¢ 060CHOBaHVMEM NONb3a — PUCK.
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MnaHoBas Tepanua Al'y netei c OMI, Kak NpaBuno, BKoYaeT 6110KaTopbl KanbLMeBbIX
KaHanoB u, Npy HepgocTaTouHocTn 3bdeKkTa, 6eTa-agpeHobnoKaTopbl 1/unu nepudepu-
yeckre aHTMagpeHepruyeckue npenapatbl. [1py coxpaHHOM Anype3e MOryT Ha3HavaTbCA

Ta6bnuua 4
JleKkapcTBeHHble Npenaparbl A1 N1aHOBOI Tepanuy apTepuaabHON rMnepTeHsnn
Table 4
Medicinal products for planned therapy of arterial hypertension
Knacc nekap- Kpart-
CTBEHHOIro HasBaHue HauanbHasa gosa HOCTb B | MakcumanbHas (max) gosa”
cpepacTBa CYyTKMN
Bnokatopbl Amnogunun™ | 0,1 mr/kr/cyT 1 0,6 mr/kr/cyT (max 10 Mr B cyT.)
KanbLeBbIX
KaHaJIoB Hudeannun 0,25-0,5 mr/Kkr/cyT 1-2 3 mr/kr/cyT (max 120 mr B cyT.)
Kapsegunon™ 0,05 mr/«r/po3a (no 6,25 2 0,7 mr/Kr/cyT (max 25 Mr B CyT.)
Mr B CYT.)
Beta-agpeHo- AteHonon™ 0,5-1 mr/kr/cyT 1-2 2 mr/kr/cyT (max 100 mr B CyT.)
6nokaTopbl Briconponon™ | 2,5mr B cyT. 1 10Mr B CyT.
Metonponon™ | 0,5-1 Mr/kr B cyT. 1-2 2 mr/kr/cyT (max 200 mr B CyT.)
MponpaHonon™ | 1 Mr/Kr B cyT. 2-3 4 mr/kr B cyT. (max 320 Mr B CyT.)
Arvanpenepru- [JlokcasosnH™ | 0,5-1 Mr B CyT. 1 4MrBCyT.
yeckune
1-5 net: 0,2 mr/Kr/cyT;
6-17 net (Macca Tena . .
KanpecapTaH™ | <50 kr): 4-8 Mr B cyT,; 1 175 ner: max 04 Mr/kr/cyT;
6-17 neT: max 32 Mr B CyT.
6-17 net (Macca Tena
=50 Kr): 8-16 mMr B CyT.
BPA™ 6-17 net (macca Tena 6-17 net (macca Tena 20-49 «Kr):
NosapTan™ 20-49 kr): 0,7 mr/Kkr/cyT; 122 max 50 Mr B CyT,;
P 6-17 net (Macca Tena 6-17 net (macca Tena =50 Kr):
=250 Kr): 50 Mr B CyT. 1,4 mr/kr/cyT (max 100 mr B cyT.)
Bancaptan™ ;,iyn:;/xr/cyT (Ao 40 mr 1 2,5 mr/kr/cyT (max 320 mr B cyT.)
Kantonpun™ 0,3-0,5 mr/kr/no3a 2-3 6 mr/kr/cyT (max 450 mr B cyT.)
Snananpun™ 0,1 mr/kr/cyT 1-2 0,6 mr/kr/cyT (max 40 mr B
CYTKM)
- 0,6 Mr/Kkr B cyT. (max 6-11 net -
MANO® NusnHonpun™ 0,07 mr/kr/cyT 1 40 mr B cyT,, 12-17 net - 80 Mr
(max 5 mr/no3a)
B CYT.)
®oznHonpun™ | 0,1 Mr/kr/cyT 1 0,6 mr/kr/cyT (max 40 mr B CyT.)
Pamunpun™ 1,25-2,5mMr B cyT. 1 6 Mr/m?/cyT (max 20 Mr B CyT.)
®ypocemunp 0,5-2 mr/kr/po3a 1-2 6 mr/Kkr/cyT
[apoxnopo- 0,5-1 mr/kr/cyT 1 3 mr/kr/cyT (max 50 Mr B CyT.)
OuypeTtnkm T™Masug,
scl)'l:pOHOJ'laK- 1 mr/kr/cyT 1-2 3,3 mr/kr/cyT (max 100 mr B cyT.)

MpuMeyaHma: “MakcMManbHO pa3spelleHHble [03bl JJ1A B3POC/IbIX NALMEHTOB; ~ C OCTOPOXHOCTBIO MPUMEHAIOTCA Y NaLMeHTOB
¢ CKO meHee 30 mn/mMunH/1,73 Mm% ™ NpoTMBOMOKa3aHbl y vl Mnague 18 neT B CBA3M C HeyCTaHOBNEHHON 3$deKTUBHOCTbIO
1 6e30MacHOCTbIO, HO C YYETOM MeX/YHAPOAHOTO KJIMHNYECKOro OMbiTa MPYMEHEHVA MOTYT Ha3HayaTbCA Noc/e NoslyyeHns
NHGOPMMPOBAHHOTO COrNacKA 3aKOHHbIX NpeacTaBuTeneil pebeHka (poanTenen, ycbiHoBUTENEN U T. A4.). My OTCYTCTBUM 3aKOH-
HbIX NpeAcTaBUTENei pebeHKka Takoe pelleHrie MOXeT 6biTb MPUHATO KOHCUIMYMOM Bpayeii-CrneLyanncTtos ¢ 060CHoBaHeM
nonb3a - puck. JIC - nekapctseHHoe cpencTso; BPA — 6nokaTopbl peLienTopoB K aHrnoteHsuHy Il; MAMN® — MHrMbuTopbl aHrmo-
TeH3MHNpeBpallatoLlero dpepmeHTa.
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anypetukn (npu CKO <30 mn/mnH/1,73 m? addekTueH Tonbko Gpypocemma). B octpbii
nepuog OMMM Ha doHe azoTeMUN 1 ONUTOAHYPUM HE PEKOMEHIYeTCA NpYeM UHIMBUTOPOB
aHrmoteHsunHnpeBpalyatowero depmeHTa (MAMN®D) 1 6r1o0KaTopPoOB peLenTopoB aHMMOTEH-
3uHa Il (BPA) [1]. NepeueHb NnekapCTBEHHbIX CPEACTB, UX 4O3UPOBaHME U KPaTHOCTb BBe-
LeHUA AnsA nnaHoBoro neyenuns Al [22] npepcTtaBneHbl B Tabn. 4.

UcknioueHne HeppPOTOKCUYHBIX NpenapaToB U KOppeKuUA [03bl JIeKapCTBEH-
HbIX CPeACTB

Y Bcex geteri ¢ OlNMN Heo6xoAMMO NpPoaHanM3npPoBaTb CMUCOK MONyYaeMbixX JieKap-
CTBEHHbIX CPeACTB Ha NpeaMeT BblABMeHNA HePPOTOKCMYUHBIX NpenapaTos (Tabn. 2), Ko-
Topble criegyeT OTMEHUTb WY 3aMeHNTb Ha MeHee TOKCuYHble [22]. Ecnn ncnonb3osaHne
3TWX NpenapaToB 060CHOBAHO, VX AO3UPOBKY UM MHTEPBAJ NpUuema cyiefyeT CKOppPeKTm-
poBaTb AN1A CHMXXEHNA NOYEYHOWN TOKCMYHOCTU. Hanpumep, ogHOKpaTHaA CyTo4YHasA Ao3a
aMUHOMMUKO31Aa MeHee HeppPOTOKCMYHA, YeM Apyrue cxembl [12]. Ecnv umeetca Bo3mox-
HOCTb onpefeneHns KOHLEHTPaUUN NeKapCTBEHHbIX CPEACTB B KPOBU, TO HEOOXOANMO
CKOPPEKTUPOBATb NX J03Y TaK, UTOObI fOOUTHCA MUHUMaNbHOIO, HO 3G dEKTMBHOIO ypOB-
HA. KoHTpacTHble BelecTBa, UCMoNb3yeMble AfiA aHrmorpadum 1 KOMMbIOTEPHON TOMO-
rpadun, Takxke HeppoToKCMYUHBI. MaumeHTbl ¢ XBI1, caxapHbiM AMabeToOM, HEAOCTAaTOYHbIM
OUK 1 Te, KTO NpUHMMaeT HeCTepOUAHbIe MPOTMBOBOCMANNTENbHbIE NpPenapaTbl, NoABep-
MeHbl pUCKy KoHTpacT-uHayumposaHHoro OMMM (KW OrIM). Jo3mpoBKa KOHTpacTa, TN u
HEeOAHOKpAaTHOE BBeAEHME MOBbLILWAIOT PUCK 3TOro cocToAHMA. Ana npepgorepateHns KU
OrMN pekomeHayeTCcA MUHMMM3ALMA 06bEMA, NCNOJIb30BaHME HENOANPOBAHHbIX HU3KO-
OCMOSIAPHbIX U M300CMONAPHbBIX KOHTPACTHbIX BelecTB. KpoMe Toro, HeppOoTOKCUYHbIE
neKkapcTBeHHble CpeAcTBa c/ielyeT OTMEHUTb He MeHee YeM 3a 24 yaca go npouegypbi [1].
MpodunakTnueckne mepbl BKNOYaOT B/B BBeaeHme 0,9% pacteopa NaCl co ckopocTbio 1
MA/Kr/4 3a 12 yacoB Ao 1 6 4acoB Nocne npoueaypbl M 3 Ma/Kr/43a 1 vyac go u 1 ma/Kr/y
B TeueHue 6 YacoB NOC/e BBEAEHNA KOHTPACTHOIO BewecTBa [1, 26, 27]. PaHee 6b110 peko-
MeH[O0BaHO ncnonb3oBaHne N-aueTnnymMcTenHa y naureHToB C MOBbILEHHbIM prckom KA
OrM [1], ogHaKo, No pe3ynbraTtam nocneyoLwmx paHAOMMU3NPOBaHHbBIX KOHTPOAUPYEMbIX
nccnepoBaHuii, ero npodunaktTupyowmn sbdekT He 6bin fokasaH [28].

Kpome Toro, cnepyeT nsberatb nnn KOppeKTUpPOBaTb J03Y NeKapCTB, MMELUX npe-
UMYLLECTBEHHO NOYEYHbI NYTb BbiIBEAEHMA M3 OPraH13Ma 1 HakanjansaloLWmMXCa B KPOBY
no mepe cHmxeHma CKO, B yacTHocTu y feTein co 2-i1 unm 3-i ctaguen ONMN [29, 30].

Ucnonb3oBaHue apyrux ¢papmakonornyecknux cpefcTs AnA npopunakTtukm n ne-
yeHunsa OMNN

3a nocnegHne HeCKoNbKo AECATUNETUN U3MEHUNOCb MHEHWEe W MOAXOAbl K Ha3Ha-
YeHVI0 HEKOTOPbIX NEKapCTBEHHbIX CPeACTB, TakKUX Kak MeTnieBble ANYPeTUKU, MaHHU-
TON, Masnble fo3bl godpamuHa, peHongonam, NnpescepaHbI HAaTPUNYPETNYECKUIA NenTug,
N-aueTUAUNCTENH U METUSIKCAHTMHDI, AN1A NPodunakTnKn 1 neverHna ONM.

MeTneBble AnypeTUKU, Takne Kak dypocemus, Bbi3biBaloT GOPCUPOBAHHBIA Anypes,
CHVXaA aKTMBHbIA TPAHCNOPT HaTpuA B TONCTOM BocxopsAlwen vactu netnu leHne. MNo-
cnepylollee CHUXKeHWe NoTPeOHOCTN B SHEPrM MOXKET 3alUTUTb KIEeTKM KaHanbLes B
ycnoBuax sHepreTnyeckoro geduunta. OgHako nmeromecs AaHHble KIMHUYECKUX UC-
CnlefloBaHNIA Y B3POC/bIX He MOATBEPXKAAIOT PaLMOHaNIbHOCTb PYTUHHOMO MCMOMb30Ba-
HUA auypeTrKoB B Kavectse npodunaktukm ONM [30]. bbino o6HapyeHo, uTo y AeTeln
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B KPUTUYECKOM coCToAHUM dypocemng ABNAETCA Hambonee pacnpoCTPaHEHHbIM He-
bpPOTOKCMHOM, 1 ero BBefleHNe CBA3aHO C ABYKPaTHbIM YBENMYEHEM CKOPPEKTUPOBAH-
Horo pucka pa3sutua OMM [31]. Pabouen rpynnon skcneptos KDIGO (Kidney Disease
Improving Global Outcome) He pekoMmeHayeTCA Ha3HaueHre ANYPEeTUKOB ANA npodunak-
TUKN 1 nevenua ONM, 3a ncknoyeHnem Tepanun NauMeHToOB C rmneprugpatauunen. Tak-
Xe He cneflyeT UX Ha3HauaTb [J1A YCKOPEHUA BOCCTaHOBNEHUA GYHKUMM NoYeK unm ans
YMeHbLUEeHNA ANnTenbHOCTU 1 YacToTbl npoueayp 3MT [1]. Ecnn y nauymeHTa coxpaHaeTca
onurypua 6onee 24 yacos, unn aHypua 6onee 12 yacos Ha ¢oHe ncnonb3oBaHua dypo-
cemunga (MakcmanbHasA cytouHas go3a 10 mr/kr/cyT), nnm 6bina Havata 3[1T, To gnypeTuk
cnepyet OTMEHUTb.

DKCNepuUMeHTasIbHble MCCNefoBaHNA NOKA3biBaloT, YUTO MAaHHUTON obnafaeT Hedppo-
NPOTEKTUBHbIMY CBONCTBaMM, YCUANBAA AUype3 (UTO CHUXKAEeT pPUCK 06pa3oBaHUA BHY-
TPUKaHanbLeBbIX LUWINHAPOB) N OEeNCTBYA KaK akuentop cBOOOAHbIX paguKanos (Tem
CaMblM MUHUMK3UPYA NOBPeXKAeHUe KneTok). OfHaKo ero ucnosnb3oBaHve Ha poHe onu-
roaHypun mMoxeT ObITb Hebe3onacHbIM U NMPUBECTU K YBEIMYEHUIO BHYTPUCOCYANCTOrO
obbema, rMnNepocMonApHOCTU 1 OTeKy nerkux. Ero npumeHeHue ansa npodunaktnkm u
neveHua OllN He pekomeHayeTca [30].

Wcnonb3oBaHme Manon noyeyHom Ao3bl B/B MIHOTPOMHOro npenapata gopamumHa (0,5-
3 MKI/Kr/MVH) pacnpoCTpaHeHO B OTAENEHNAX NHTEHCUBHOW Tepanuu n3-3a ero novey-
HOro Ba3oAMNaTMPYIOLEro 1 HaTpunypeTnyeckoro aencTena. OgHako NpoCcneKTNBHbIe
paHAoMM3NpPOBaHHbIe NCCefoBaHNA y B3pOCsbIX NauueHToB ¢ puckom OIMM He nokasa-
nun ero HepponpoTekTMBHOro 3ddekTa [32, 33]. CywweCcTBYIOT PUCKN, CBA3aHHbIE flaxe C
Manon go3ol godamMrHa, BKIOYas TaxXMKapAMIo, apUTMIK, a TaKKe NWEMMI0O MUOKApPAa,
KULIeYHVKa 1 noyek. [1o3TomMy pyTMHHOE ncnonb3oBaHue godamrHa Ana npodbunakTukm
n neyenuna Ol He pekomeHpayeTca [30, 34].

(PeHongonam — 3TO MOLUHbIA KOPOTKOAENCTBYIOLMNIA CENEeKTUBHBIN aroHUCT aoda-
MUHOBbIX D-1-peLienTopoB, KOTOPbIV yBENNYMBAET MOYEYHbIA KPOBOTOK U HaTpuiypes,
CHUXaeT CUCTeMHOe cocyaucToe conpotusiieHne. OnbIT npumeHeHna deHongonama B
neanaTpUYecKom NpakTke orpaHnyeH. OgHOLEHTPOBOE PaHAOMU3MPOBAHHOE ABONHOE
crienoe KOHTponupyemoe nccriefjloBaHve y feTeil, nepeHecllnx Kapamoxupypruyeckoe
BMELLATENIbCTBO C MCMOJNIb30BaHMEM MCKYCCTBEHHOrO KpoBooOpalleHus, BbIABUIO 3Ha-
ynTeNbHOE CHMXeHNe YPOBHA MapKepa noyeyHoro nospexaeHma NGAL B Moue B KOHLe
onepaumu 1 Yepes 12 yacos B rpynne, nony4yasLuen peHongonam [35]. Tpebytotca fanb-
Helilre nccneqoBaHnA ANnA NOATBEPXKAEHNA AaHHOro 3ddeKTa, Npeae Yem PeKoMeH-
[oBaTb 3TOT Npenapat aAna npodunaxkTrkm OMMMM B nnaHOBOM NopAafke.

MeTunkcaHTVHbI ABAAIOTCA aHTarOHUCTaMU afieHO3MHa, KOTopble OeNCTBYIOT yYepes
peuenTtopbl A1 1 A2A B noukax. Mpeabigylime KNMHNYECKNe CCNefoBaHUA C UCNOMb30-
BaHMeM UuTpaTa KodeunHa, TeodunamHa nanm aMMHoGUNIMHA NOKa3anu, YTo MeTUKCaH-
TUHbI MOTYT npepoTepawate OMNM u ynyywatb GyHKLMIO NOYeK Yy 0cobbIxX rpynn HOBO-
POXKAEHHbIX U MNTaEHLEB C BbICOKUM PUCKOM, BKIlOUas TeX, Y KOro 6blia nepuHaTtanbHas
rMNOKCUA/NILEMNA UAN HEOOHOLWEHHOCTb, @ TaKkXKe Mocne KapAnoxmpyprmyeckmx Bme-
waTenbcTs [30]. B HefaBHEM MHOTOLIEHTPOBOM UCCNEA0BAHUN Ha3HaYeHe KodenHa He-
[OHOLEHHbIM HOBOPOXAEHHbIM ObINTO CBA3AHO CO CHUPKEHMEM YacToTbl 1 TaxkecTn OIM.
B 3TOM peTpocneKTUBHOM aHanM3e Ha Kaxkable 4,3 HOBOPOXAEHHbIX, MOABEPTLLMXCA BO3-
newncTteuio KodewnHa, 6bin NpegoTepalleH oguH cnydari ONMM [36, 37]. B oByx cuctematuyve-
CKnX 0630pax yCTaHOBMIEHO, YTO NCNOJIb30BaHMe TeobunanHa unm ammHobunnnHa ans
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npepoTepalyeHna OMNMy HOBOpPOXAeHHbIX € achukcmen cHxkaeT yactoTy O Ha 60% u
3HauMTENbHO ynyJwaeT 6anaHC XKUAKOCTN 6e3 yBenuueHnsa prcka ocnoxHeHun [38, 39].
CnepyeT OTMETUTb, YTO TeOPUIIMH UMEET LINPOKYI0 BapnabenbHOCTb MeTabonusma u y3-
Koe TepaneBTUYECKOe OKHO, MO3TOMY PEeKOMEHZYeTCA KOHTPOIMPOBaTb ero ypoBeHb B
KPOBW, YTOObI N36exKaTb ToKCMYHOCTK [30].

HekoTopble papmakonornyeckne npenapatbl, Takme Kak 6n1oKaTtopbl KanbLMeBbIX Ka-
HanoB 1 N-aueTUNUUCTENH, He AOoKa3ann CBOEro 6/1aronpuATHOrO BANAHUA Ha TeyeHue
n ncxopbl OMNMM y B3pocnbix [40, 41]. B ogHOM nccneoBaHmy 6bI10 NOKa3aHo, YTO HeCU-
puTna (YUenoBeyeCcKUn HaTPUNYPETUYECKNIA MENTNS) MOXET YyyllaTb MOYEYHYI0 FeMOAN-
HaMWKy 1 yBeNUUYMBaTb AMypes nocne onepauumn Ha ceppue [42]. OgHako KnnHuYeckue
UCnbiTaHNA GONbLUMHCTBA 3TUX NpenapaToB He MPOBOAUNUCH B NeAMaTPUYECKor nony-
naymn.

HyTputnBHas nogaepxKa

Oetn c OMNIM HaxopATCA B runepkaTabonnyeckom COCTOAHUN 1 AOMKHbI MOyYaTb Hy-
TPUTUBHYIO NOAAEPXKKY AnA obecrneyeHns NONHOLEHHOro NOCTyNNeHnA Kanopuii, 6enkos
1 MnkpoanemeHToB [30]. Llenn nuTaHMA BKOYaT COXpaHeHWe MblleYHOM Macchbl Tena
N NpepoTBpalleHre MeTabonnuecknx pacctporncTs [43]. Ecnm nepopanbHbili Npuem He
MO>KeT y10BNeTBOPUTb NOTPEOHOCTY B MTaHWM, TO HEOOXOAMMO AOMOSHUTENIbHOE SHTe-
panbHOe 1/unn NnapeHTepasbHoOe NUTaHue. JHTepanbHOe NMTaHWe ABNAETCA NPeanoYTU-
TeNIbHbIM, YUUTbIBaA MPOCTOTY BBEAEHUA U HU3KUE PUCKN MHOMUMPOBaHKA. MonHoe nnm
YacTUYHOEe MapeHTepanbHoe NTaHWe cneayeT UCMONb30BaTb B Clyyae AUCHYHKLNN Xe-
NYAOYHO-KMLLIEYHOTO TPpaKTa M HEBO3MOXHOCTM afieKBaTHOrO NepopanbHOro NnMbo 3oHao-
BOro noctynieHuna nuwu [44, 45].

Oetam c OINMN TpebyeTca nosbiweHHOe NoTpebneHve 6enka, ocobeHHo Ha 3T [43].
ApekBaTHoe noTpebneHne Kanopuii HEO6XOAUMO ANA NpefoTBpaLleHUs runepkaTtabo-
nn3Ma, CTUMYNMPOBaHNA CUHTEe3a 6enka 1 KoMneHcaLmm Tenio3aBMCcUMbIX NOTePb Kaso-
pui [44].

B nepBbilt AeHb NOCTYNNEHUA B KNMHUKY CJlefyeT 0TKa3aTbCA OT Ha3HaueHWA XUAKO-
CTein, copgepxalimx 6enkn (3HTepanbHO M NapaHTepanbHo), B 3TO Bpema obecneyeHune
CYTOUYHOrO Kanopaka MuMTaHuA MOXeT ObITb HeJOCTMXKMMO M3-3a OrpaHMYeHns notpe-
6neHna xmakocTu. B nocneayowme gHU Konnuectso notpebnaemoro 6enka onpepe-
NAETCA YPOBHEM MOYEBUHbI B KpoBU: >40 MMonb/n — 6e36enkoBoe BbICOKOKanopuinHoe
nutaHue; 30-40 mmonb/n — 0,5 r/Kr cyxoro Beca B cyTku; 20-30 mmonb/n — 1 r/Kr cyxo-
ro Beca B CyTKuW; <20 mMmonb/n — cornacHo pekomeHgaumam [17, 22]: 0-6 mecAues —
95-115 kkan/kr / 1,5-2,0 r/kr; 6-12 mecsaueB — 95 kkan/kr / 1,5-1,6 r/kr; 1-3 roga -
95 kkan/kr / 1,1 r/kr; 4-6 net — 90 kkan/kr / 1,1 r/kr; 7-10 net — 1740 kKkan @ u 1970 KKkan
3 /28 r B cytku; 11-14 net — 1845 kkan @ n 2220 kkan & / 42 r B cyTku; 15-18 net -
2110 kKkan @ n 2755 kkand/45r 2 n 55rd B cyTku.

YpoBHu BuTaMmrHa C 1 gpyrnx BoA0pPacTBOPUMbIX BUTAMUHOB, BKtOUaa TaMuH 1 ¢o-
NMEBYIO KNCIIOTY, MOTYT BbITb HU3KMMK Y naumneHToB ¢ OIM [45]. Ucnonb3osaHue 3T mo-
XeT ycyrybuTb noTepu Makpo- 1 MUKPO3/IEMEHTOB 13-3a 04eHb 3PPeKTUBHOrO yaaneHus
BELLECTB C Manol MONEKYNAPHON Maccol, 4To TpebyeT nx Bo3meLleHus [46].

CTpeccoBasa runeprivkemMna Hepeako AMArHOCTMPYeTCA y TAXKenobosbHbIX Aeter
[47]. B HeCKONbKMX UCCNefoBaHUAX N3y4anocb BAVAHNE KOHCEPBATUBHOW U MHTEHCMUB-
HOW MHCYNMHOTEPANWX Ha NeTanbHOCTb, @ TakXKe BNAHMNE MMKEMUYECKOrO KOHTPOSA
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Ha yacTtoty Ol [48, 49]. CTporni rMnkeMmnyecknii KOHTPOIb CONPOBOXKAANCA CHUMXEHU-
em yvactoTtbl Ol y B3pocnbix [50]. PekomeHayeTCA NCNOIb30BaHNE UHCYNMHA ANA KOp-
pekummn runepraukemun npu ONM 1 gocTuKeHUe LeneBblX YPOBHEW MHOKO3bl KPOBU
o1 6,1 no 8,3 mmonb/n [1, 30].

B [MTPOTHO3 U NCXOadbl Onnmn

OlNM y peten nmeeT cepbe3Hble Kak KPaTKOCPOUHbIE, Tak U JONTOCPOYHbIe NOCnea-
cTBUA. BosHrkHoBeHwme Ol B ycnoBumaAx cTauoHapa ABNAeTCA He3aBUCUMbIM GaKTOPOM
pViCKa NeTanbHOCTU, AJINTENIbHOCTU HaXOXAEHWA B OTAENEHUN NHTEHCUBHOW Tepanun 1
peaHumauuun (OUTP) n Ha UBJ [51-54]. Ucxon 3aBUCKT OT 3TMOMOMK, BO3pacTa pebeHkKa,
ConyTCTBYIOWMX 3a60N1eBaHN, CBOEBPEMEHHOCTW AMArHOCTMKM U BapWaHTOB JleyeHus
Onn. NletanbHocTb Yy getent ¢ OMM, Hyxagaswwmxca B 31T, ocobeHHO Yy MnageHLeB 1 nayu-
€HTOB C MONIMOPraHHOM HeJOCTaTOYHOCTbIO, cocTaBnsaeT oT 30 go 70% [55]. Jaxe Hauanb-
Hble ctagum OMMM (1-a n 2-a) accounmpoBaHbl C MOBbILIEHHOW NeTaNIbHOCTbIO, HE3aBUCMMO
OT TAKECTN OCHOBHOro 3abonesBaHus [51, 56, 57]. bonee no3gHMe MHOrOHaLUWOHabHble
nccnegoBaHUA BbIABUNM OBHadeXuBaloLlee CHUXeHne BHYTPUOONbHUYHOWM neTanbHo-
ctu. Mo paHHbIM nccnegosaHna AWARE (cpeam geteint B KpUTMyeCckom coctoaHum) [52], a
Takxe nccnegosaHna AWAKEN (cpean HoBopoxAeHHbIX) [58], ycTaHOBeHa rocnuTanb-
Has netanbHocTb Npu OMNM npumepHo 10%. OpHako B nccnegosaHun Global Snapshot y
aeten U3 CTpaH C HU3KMM YPOBHEM J0X0[Aa COXPaHAETCA BbICOKUIN YPOBEHb NeTasibHOCTH
(20%) no cpaBHeHMIO CO CTPaHaMK C BbICOKMM ypoBHeM aoxoga (1,2%) [59].

B aKkcneprmMeHTanbHbIX MOAENAX HA XMBOTHbIX BblAB/IEHbl TeCHble cBA3W Mexay Orl
n XBI, KoTopble BKIOYAIOT HanMune MONEKYNAPHbIX U KNeTOUHbIX MapkepoB ¢unbposa
N CHUXKEHMe MaccChl AencTByowmnx HedbpoHoB BcneacTamne runepdubTpaLoHHOro no-
BpexaeHua [60, 61]. Y B3pocnbix nauneHToB gaxke OMM 1-i ctagun anAaetca GakTopom
pvcka pa3Butua B otganeHHoMm nepuoge XBIM n cmepTHoCTU [62-64]. B page ogHoLueH-
TPOBbIX MCCNefoBaHWiA y feTel, Habnoaaslmxca nocne OlM, BbiaBneHa 6onee BbicoKas
yactota pa3sutua XbIN n Al B cpaBHeHnM ¢ obulen geTckor nonynauuen [3]. Mo pe3ynbta-
TaM pPeTPOCNeKTUBHOrO NCCNefoBaHNA, BKloYaBLwero okono 2500 getein, NOCTyNMBLUNX
B OUTP, yctaHoBneHa TecHasa ¢BaA3b Ol co cMepTHOCTbIO, MOBbILIEHHOW Harpy3Kon Ha
opraHbl 34paBoOXpaHeHNA (KoNMyYecTBO rocnuTanu3auuin 1 BU3NTOB K Bpayy), pa3BuTu-
em XBI n Al B TeueHue 5 net nocne BbINUCKN 13 60NnbHULbI [65-68]. AHann3 aByx rpynn
neten otaeneHma peaHmmaymm ¢ O n 6e3 Hero BbiABMA ¢BA3b O 2-3-1 CT. C pyCKOM
passutua XbBIM nnu npearnnepteHsnn B 4,5 pasa npu 6-netHem HabnogeHun [69]. Mo
JaHHbIM S. Menon 1 coaBr,, XbI1 gnarHoctMpoBanack K 6-My mecauy HabnogeHua y 70%
netein, nepeHecwnx ONMMM 6e3 rocnutanusauun B OUTP 1 noaeeprwmnxca Bo3aencTanio
HedpoTokcnHoB [70]. lonrocpouHbie ncxonbl OMNIM nocne Kapanoxmpyprmyecknx BMeLla-
TeNbCTB NPOTMBOPEeUMBbI [71-73]. B 4BYX MHOIOLLEHTPOBbIX NCCNIeJOBaHNUAX OOHapyxeHa
BblCOKaA pacnpoctpaHeHHOcTb Al n XBI (npumepHo 15-20%) y geTen B TeueHne 4-5 net
nocse onepaunn Ha cepaue npu oTCyTCTBUMN CBA3W 3TUX UCXOAOB C NOC/eonepaLiOHHbIM
onn [71, 72]. No gpyrum AaHHbIM, 5-neTHAA YyacTtoTa XbI nocne Kapanoxmpyprnyeckmnx
onepaumn coctasnana 12% u 3% y naumeHtos ¢ Ol n 6e3 Hero cooTBeTCTBEHHO [73].
Y peten, nepeHeclNX TpaHCMIaHTaUUI0 reMonos3TUYECKMX CTBONTOBbIX KneTok, O Tak-
e 6b1510 cBA3aHo ¢ pa3BuTrem XbIM n Al cnycta 30 net [74, 75].

Taknm 06pa3om, C y4eTOM BbICOKNX PUCKOB Pa3BUTKA AONTOCPOYHbIX HeGnaronpuaT-
HbIx ncxopos ONMMM HeobxoAMMO ANIMTENbHOE U perynsapHoe HabnogeHve 3a nauneHTamm
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nocne BbINUCKN U3 cTtaunoHapa. CornacHo pekomeHgaumam KDIGO, nayneHtam ¢ OIM
cnepgyeT NPOBOAUTL foobcnefoBaHUe Yepes TpU MecALa Noce BbIMMCKX 13 CTaloHapa
ONA OLEHKN cnegytowmx NCXodoB: Bbi3goposneHus, pa3suTtna Xbl1, Al nnv gpyrux nato-
NOrnYeckrx coctoaHnin [1]. KoHceHCYCHbIN JOKYMeHT 22-i KoHbepeHuunmn Acute Disease
Quality Initiative Takxe copgepXuT pekoMeHgaLUW NO AOArOCPOYHOMY HabnogeHuio
B3pocnbix nauneHtos nocne OfM [10]. B 6yayliem, BeposaTHO, 6yaeT pa3paboTtaH noa-
X0[, OPUEHTMPOBaHHbIN Ha AeTel. BonbWNHCTBO NccnefoBaTenell pekomeHayT Habto-
eHune 3a geTbMmM nocne nepeHeceHHoro OIM go 18-neTHero Bo3pacTa. B KnuHnyeckom
NPOTOKOJe B KauecTBe npumMepa npeacTasieH obbem o6cnenoBaHna 1 YacToTa BU3UTOB
K Bpauy y geteii nocne nepeHeceHHoro 'YC n OMM [22].

B 3AKJ/TKOYEHNE

OIMM npu3HaeTca Ha MeXAYHAaPOAHOM YPOBHE Kak 06LWas 1 BaxHaa npobnema ¢ no-
TEHLUMANbHO ANUTENbHBIM HEraTVBHbBIM BO3AENCTBMEM HA GYHKLMIO HE TONbKO NoYeK, HO
N LpYryiX OPraHoOB U CUCTEM.

MpofomKaoTcAa MHOFOUMCIEHHbIE UCCNIEA0BAHNA MO U3YUYEHUIO Pa3fINYHbIX aCNeKTOB
OIM. NocTeneHHOe OTKPbITUE BCEX SIEMEHTOB NaToreHe3a NoBPeXXAeHWs U NoTeHLnanb-
HbIX MEXaHV3MOB BOCCTAHOBIEHUA JAET HAAEXAY, YTO HOBas NaToreHeTNYeCKan Tepanus,
HapsAAy C NocneayoWyMn JOCTVKEHVUAMU B NOAAEPKMBAIOLLEN Tepanum, CyLLeCTBEHHO
yNyyllaT BblXKMBaemocTb U ncxogbl OMMN. YeTKoe NoHWMaHWe 3TUONOMMN 1 NaToreHesa
OMNM y KOHKpeTHOro pebeHKa AOMKHO MOMOYb B MPUHATUN KIIMHWYECKOTO pelleHuns o
TOM, Korfia cfieayeT HauyaTb Tepanuio U Kakoe BMeLIaTeNbCTBO, CKOpee BCero, NpuHeceT
NoJib3y NaLUEHTY.

C y4yeTOM BbICOKOW 4YacTOTbl Pa3BUTUA LONTOCPOYHbBIX HEBMAronpUATHBLIX UCXO40B
TpebyeTca anuTenbHOE 1 perynapHoe HabnogeHne 3a aetbmu, nepeHectuimm ONM.
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Abstract

Introduction. Acute kidney injury (AKI) is one of the most serious postoperative
complications in neonates undergoing surgical correction of congenital heart defects
(CHD). Its development significantly worsens prognosis, increasing the incidence of
complications and mortality. A particularly vulnerable group includes patients with
congenital aortic arch pathology (CAP), who require complex interventions in the early
neonatal period.

Purpose. To assess the prevalence, predictors, and clinical outcomes of type 1 cardiorenal
syndrome (AKI associated with impaired cardiac function) in neonates with congenital
aortic arch pathology who underwent surgical treatment.

Materials and methods. This retrospective cohort study included 95 neonates with
CAP who underwent CHD correction at the "Heart Center" (Astana, Kazakhstan) between
2017 and 2024. Among a total of 402 pediatric patients with CHD, 15.6% developed AKI.
The 95 neonates with CAP were divided into two groups: those with AKI (n=45) and those
without (n=50). Demographic, intraoperative, and laboratory parameters were analyzed,
including N-terminal prohormone of brain natriuretic peptide (NT-proBNP) levels,
presence of sepsis, and duration of cardiopulmonary bypass (CPB).
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Results. The development of AKI in neonates with CAP was significantly associated with
elevated postoperative NT-proBNP levels and the presence of sepsis. The duration of CPB did
not show a statistically significant correlation with AKI. Patients with AKI required prolonged
mechanical ventilation, longer intensive care unit stays, and had higher mortality rates.
Conclusion. Early diagnosis and risk stratification for AKI in neonates with congenital
aortic arch pathology are crucial for improving outcomes. NT-proBNP levels may serve
as a potential biomarker for predicting the development of type 1 cardiorenal syndrome.
Individualized perioperative management strategies are essential to reduce complications
in this high-risk population.

Keywords: acute kidney injury, congenital heart defects, neonatal surgery, NT-proBNP,
risk factors
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Pesiome

BBegeHue. OcTpoe noBpexaeHue nodek (OMM) npeacraenseT cobon ogHO 13 Hanbonee
Cepbe3HbIX NOCIe0NePALMOHHBIX OCIOKHEHNI Y HOBOPOXAEHHbIX MOC/E XMPYPrnyecKom
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KoppeKLmnmn BpoxaeHHbIX nopokos cepgua (BIC). Ero pa3suTne cywecTBeHHO yxyaLaeTt
NPOrHO3, YBENMYMBasA YacTOTY OCNOXHEHUIA 1 YPOBeHb neTanbHocTu. OcobeHHO yA3BU-
MO rpynnon ABAAIOTCA NaLMEHTbl C BPOXAEHHOWN naTtonorven ayrn aopTbl (BMOA), Tpe-
OytoLLMe KOMMIEKCHbIX BMeLLaTeNbCTB B paHHEM HeoHaTallbHOM nepuoge.

Lenb. OueHNTb pacnpoCTpPaHEHHOCTb, NPeANKTOPbl N KIMHUYECKe UCXOAbl Pa3BUTKA
CMHAPOMa KapauopeHanbHoW HegocTatouyHocTn 1-ro Trna (OIM, cBA3aHHOe ¢ HapyLue-
Hrem GyHKLMKN cepaLa) Y HOBOPOXKAEHHbIX C BPOXAEHHOWN NaTonornen ayru aopTbl, ne-
peHecCLLInX XMpypruyeckoe ieyeHue.

Matepuanbl 1 meTogbl. B peTpocnekTBHOE KOFOPTHOE NCCnefoBaHmne 6binn BKoYe-
Hbl 95 HoBOpOXaeHHbIX ¢ BINA, koTopbim Gbina NpoBeAeHa XMpypruyeckas Koppekumsa
BINC B LieHTpe cepaua (ActaHa, KasaxcTaH) B nepuog ¢ 2017 no 2024 r. U3 obLyero uncna
402 peteii c BNCy 15,6% guarHoctuposaHo OMM. MauwneHTsbl ¢ BMNOA 6b11m pasgeneHbl
Ha aBe rpynnbl: ¢ pa3sutriem Ol (n=45) n 6e3 Hero (n=50). OueHnBanncb gemorpa-
dunyeckne, nHTpaonepaUmnoHHble 1 NabopaTopHble NapaMeTpbl, B TOM UYUC/Ee YPOBHU
N-KoHLIeBOro nporopmoHa Mo3roBoro Hatpuinypetuyeckoro nentuga (NT-proBNP), Hanu-
yre cencrca 1 ANUTeNIbHOCTb MCKYCCTBEHHOTO KpoBoobpalleHus (UK).

Pesynbratbl. PazsuTre Oy HoBopoxAeHHbIx ¢ BIIA focToBEpHO accounmnpoBanoch C
NOBbILWEHHbIMU NociieonepaunoHHbiMu ypoBHAMM NT-proBNP 1 Hannumem cencuca. Cra-
TUCTUYECKM 3HAUYMMOW CBA3N MeXAY NPOAOIIKUTENbHOCTbIO VK 1 pa3BuTMeM noyeyHom
HeJ0CTaTOYHOCTU BbiABNIEHO He 6bino. MauneHTsl ¢ OMNIM Hyxaanuco B 6onee ANUTeNbLHON
WCKYCCTBEHHOW BEHTUAALMUN NIErKUX, A0SbLIE HAXOAUNINCH B OTAENEHN NHTEHCMBHON Te-
panuu, n NeTanbHOCTb Cpeaun HUX Obina Bbllle.

3aknoueHune. PaHHAA gmarHoctuka u ctpatndurkauma pucka passutua Ol y Hoso-
poxgeHHbix ¢ BMOA vmeloT KnioyeBoe 3HauyeHWe ANA ynydleHua MCXOAOoB. YPOBEHb
NT-proBNP moxeT paccMaTpuBaTtbcA Kak NOTeHUMANbHbIN GroMapKep Ans NPOrHo3npo-
BaHMWA Pa3BUTUA CMHAPOMa KapAnopeHanbHol HelocTaTouHocTy 1-ro Tuna. iHguemaya-
NM3NPOBaHHbIE CTPaTerMn nepuonepaLmoHHOro BeeHNs HeobXoaANMbl ANA CHUXEHUsA
YaCTOTbl OCJIOXKHEHUI B 3TOW FPyMne BbICOKOrO prcKa.

KnioueBble cnoBa: OCTpoOe MOYEUYHOE MOBPEXAEHNE, BPOXAEHHbLIN MOPOK cepaua,
HeoHaTanbHas xupyprusa, NT-proBNP, dakTopbl prcka

B INTRODUCTION

Acute kidney injury (AKI) is a critical and frequently encountered complication in
neonates undergoing surgery for congenital heart defects (CHD). This condition poses
significant challenges to postoperative management and healthcare systems due to its
strong association with increased morbidity, mortality, and resource utilization. Reported
incidence rates of AKl in this population vary widely, ranging from 15% to 64%, influenced
by variations in diagnostic criteria, patient characteristics, and surgical factors [1-3].
Neonates are particularly vulnerable to AKI because of their immature renal physiology,
limited nephron reserve, and heightened sensitivity to ischemic and inflammatory insults
during the perioperative period [2, 4, 5].
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The pathogenesis of cardiac surgery-associated AKI is multifactorial. While prolonged
cardiopulmonary bypass (CPB) duration has traditionally been implicated, its significance
as an independent risk factor varies across studies and was not statistically significant in
our cohort. Nevertheless, CPB contributes to renal injury indirectly through mechanisms
such as ischemia-reperfusion, systemic inflammation, and oxidative stress [3, 4, 6].
Additionally, sepsis and perioperative hemodynamicinstability have consistently emerged
as significant predictors of AKI, further exacerbating the systemic inflammatory response
and endothelial dysfunction [5, 7.

The inclusion of N-terminal prohormone of brain natriuretic peptide (NT-proBNP) as
a biomarker for cardiac dysfunction has provided a novel dimension to understanding
the interplay between cardiac and renal systems in the perioperative setting. Elevated
NT-proBNP levels are indicative of ventricular dysfunction and hemodynamic compromise,
making it a promising tool for early risk stratification and management of neonates at risk
for AKI [8, 9]. This biomarker underscores the relevance of the cardiorenal syndrome in
this population, highlighting the necessity for integrated perioperative monitoring and
management protocols [8, 10].

Despite advancements in surgical techniques and perioperative care, the prognosis for
neonates with AKI remains poor. Studies consistently demonstrate prolonged mechanical
ventilation, prolonged intensive care unit hospitalization, and higher mortality rates
among affected neonates, reflecting the substantial burden of AKI on clinical outcomes
[9, 11, 12]. Diagnostic criteria such as the Kidney Disease: Improving Global Outcomes
(KDIGO) guidelines have improved standardization, but their limited sensitivity for early
detection in neonates highlights the need for additional markers. Emerging biomarkers,
including urinary neutrophil gelatinase-associated lipocalin (NGAL) and serum cystatin-C,
show promise in enhancing early diagnosis and guiding interventions [8, 9, 13].

This study seeks to evaluate the incidence, risk factors, and outcomes of AKl in neonates
undergoing CHD surgery, focusing on the role of clinical and biochemical markers. By
integrating contemporary diagnostic criteria and biomarker-driven risk stratification, this
research aims to advance understanding of AKI pathophysiology and inform targeted
interventions. Contextualizing these findings with existing literature underscores the
critical need for multidisciplinary approaches to reduce AKI incidence and improve
neonatal outcomes in this high-risk population.

B PURPOSE OF THE STUDY

To assess the prevalence, predictors, and clinical outcomes of type 1 cardiorenal
syndrome (AKI associated with impaired cardiac function) in neonates with congenital
aortic arch pathology who underwent surgical treatment.

B MATERIALS AND METHODS

Study Design and Population

This retrospective cohort study was conducted at the CF "Heart Center" in Astana,
Kazakhstan, from January 2017 to December 2024. The study included 402 pediatric
patients who underwent congenital heart defect (CHD) correction with cardiopulmonary
bypass (CPB). Acute kidney injury (AKI) developed in 15.6% of the patients (63 out of 402).
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From this cohort, 95 neonates diagnosed with congenital aortic pathology (CAP) were
included and divided into two groups:
= Main group: 45 children with CAP and AKI.
®  Control group: 50 children with CAP and without AKI.

All patients underwent surgery within the neonatal period (1-40 days of life), and CAP
was frequently observed in combination with other CHDs. The selection was based on the
frequency of CAP and the capacity of the national cardiac surgical center.

Inclusion and Exclusion Criteria
Inclusion criteria:

= Neonates with a confirmed diagnosis of CAP.
®  Scheduled corrective surgery for CAP.
®  Written informed consent from parents or legal guardians.
Exclusion criteria:
®  Preoperative AKI.
m  Severe comorbid conditions, such as congenital defects in other organs or sepsis.
®  Pre-existing chronic kidney disease.
m  Refusal of parents or guardians to participate.
|

Inability to undergo surgery due to medical contraindications.

Ethical Considerations

The study adhered to the principles outlined in the Declaration of Helsinki and was
approved by the Institutional Review Board of Astana Medical University (Protocol No.
1234, dated December 15, 2020). Compliance with international Good Clinical Practice
(GCP) standards, Joint Commission International (JCI) requirements, and Order No. 248
of the Ministry of Health of the Republic of Kazakhstan (dated December 11, 2020) was
ensured. All participants’ legal representatives provided informed consent.

Data Collection
Data were obtained through clinical, laboratory, and instrumental evaluations in the
perioperative and early postoperative periods. Key parameters included:
®  (linical data: duration of catecholamine therapy, urine output, diuretic therapy, and
mechanical ventilation (MV) time.
® | aboratory analysis: levels of lactate, creatinine, urea, alanine aminotransferase (ALT),
aspartate aminotransferase (AST), C-reactive protein (CRP), and NT-proBNP.

= Hemodynamic data: left ventricular ejection fraction (EF) from echocardiographic
monitoring.

m  Complications: ANALYSIS of early postoperative complications, including cardiac
arrhythmias, heart failure, pneumonia, respiratory distress syndrome, and AKI.

Urine output and serum creatinine were assessed before and after surgery. Renal
replacement therapy (RRT) with peritoneal dialysis (PD) was initiated based on criteria
such as reduced urine output, positive fluid balance, unresponsive lactic acidosis,
hyperkalemia, or elevated nitrogenous waste products.
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Surgical Procedure
All surgeries were performed under general anesthesia with CPB support, and the
average surgery duration was 5 hours.

AKI Assessment

AKI was diagnosed and classified according to the neonatal KDIGO (Kidney Disease:
Improving Global Outcomes) criteria, which included serum creatinine levels and
urine output changes. Stages of AKI were analyzed to determine the severity of kidney
dysfunction.

Statistical Analysis

Statistical analysis was performed using STATA version 18.0. Statistical significance was
set at p<0.05.

Descriptive statistics: mean + standard deviation (SD) or median (interquartile range)
for continuous variables and counts (percentages) for categorical variables.

Comparative analyses:

Parametric data: Independent samples t-test.

Non-parametric data: Mann-Whitney U-test.

Categorical variables: Fisher’s exact test.

Correlation analyses:

Pearson correlation for parametric data.

Spearman correlation for non-parametric data.

This comprehensive approach allowed for an in-depth evaluation of perioperative
risk factors and the development of predictive strategies for AKI in children with CHD
undergoing surgical intervention for correction.

B RESULTS

Table 1 summarizes the preoperative clinical and biochemical characteristics of infants
with and without postoperative acute kidney injury (AKI). There were no statistically
significant differences in demographic parameters such as age at surgery (p=0.895), sex
distribution (p=0.578), or weight before surgery (p=0.448) between the AKI and non-AKI
groups. Although median preoperative urea levels were higher in the AKI group, this
did not reach statistical significance (p=0.051). Notably, ferritin levels were significantly
elevated in infants who developed AKI (p=0.049), suggesting a potential association with
systemic inflammation or iron metabolism dysregulation. Other preoperative laboratory
parameters, including creatinine, total protein, albumin, calcium, sodium, potassium, free
hemoglobin, and NT-proBNP, as well as cardiac function assessed by LVEF, did not differ
significantly between the groups.

Table 2 presents the postoperative clinical and biochemical parameters of infants
with and without acute kidney injury (AKI). Infants who developed AKI exhibited
significantly higher postoperative urea levels (p=0.026) and markedly elevated NT-proBNP
concentrations (p<0.001), indicating a potential association with volume overload or
cardiac dysfunction. Additionally, the AKI group demonstrated significantly larger right
coronary artery (RCA) dimensions (p=0.009), which may reflect hemodynamic alterations
or underlying structural differences. Postoperative albumin levels were paradoxically
higher in the AKI group (p=0.005), potentially due to selective fluid management or
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Table 1

Parameters of infants with and without postoperative acute kidney injury before surgery
Parameters No AKI (n=50) AKI (n=22) P-value
Age at surgery (d, median (IQR)) 5.9(5;182) 3.5(1;71) 0.895
Male (n, %) 26 (52%) 13 (59%) 0.578
Weight before surgery (kg, median (IQR)) 4134;,7.7) 3.3(3.1;3.8) 0.448
Preoperative urea (mg/dL, median (IQR)) 18.1(11.4;25.7) 20.1 (14.8; 43.1) 0.051
Preoperative creatinine (mg/dL, median (IQR)) 0.4(0.3;0.6) 0.5(0.4;0.7) 0.251
Preoperative total protein (g/dL, median (IQR)) 4.9 (0;6.5) 47 (4.4;54) 0.410
Preoperative albumin (g/dL, median (IQR)) 2.5(0,0;3.1) 3.25(2.5;3.6) 0.134
Preoperative ferritin (ng/dL, median (IQR)) 1.8(0,0; 3.6) 27.2(21.6;45.2) 0.049
Preoperative calcium (mg/dL, median (IQR)) 0.9(0.5;1.3) 1.1(0.7;1.5) 0.201
Preoperative sodium (mg/dL, median (IQR)) 97.6 (56.2;139.0) | 105.5 (66.1; 144.9) 0.612
Preoperative potassium (mg/dL, median (IQR)) 3.3(1.7;4.9) 3.3(1.9;4.7) 0.989
Preoperative free hemoglobin(mg/dL, median (IQR)) 0.3(0.1;0.8) 0.2 (0.0;,0.4) 0.438
Preoperative NT-proBNP (mg/dL, median (IQR)) 7537 (6315;8758) | 8801 (6901;10700) | 0.693
LVEF (%, median (IQR)) 48.0 (36.6; 59.4) 49.5 (35.9; 63.1) 0.748

hemodilution in non-AKIl patients. Furthermore, sepsis was observed exclusively in the AKI
group (p<0.001), suggesting a strong correlation between systemic infection and kidney
injury. Other parameters, including postoperative creatinine, electrolytes, calcium, total
protein, ferritin, free hemoglobin, cardiopulmonary bypass (CBP) time, and left anterior
descending artery (LAD) size, did not differ significantly between groups.

A comprehensive comparison of clinical and laboratory parameters between neonates
with and without postoperative acute kidney injury (AKI) revealed several critical

distinctions.

Table 2

Parameters of infants with and without postoperative acute kidney injury after surgery
Parameters No AKI (n=50) AKI (n=22) P-value
Weight at surgery (kg, median (IQR)) 6.3(2.5;10.1) 5.0(0.1;9.9) 0.443
Postoperative urea (mg/dL, median (IQR)) 43.0(19.2; 66.9) 64.5 (34.2;94.7) 0.026
Postoperative creatinine (mg/dL, median (IQR)) 0.4 (0.3;0.5) 0.6 (0.4;1.1) 0.885
Postoperative total protein (g/dL, median (IQR)) 3.0(1.1;4.8) 2.1(0.7;3.4) 0.184
Postoperative albumin (g/dL, median (IQR)) 2.1(0.7;3.5) 3.4(2.8;3.9) 0.005
Postoperative ferritin (ng/dL, median (IQR)) 0.0 (0.0;0.1) 25.8 (8.4;43.3) 0.133
Postoperative calcium (mg/dL, median (IQR)) 1.2(0.8; 1.5) 1.1(0.7;1.5) 0.508
Postoperative sodium (mg/dL, median (IQR)) 121.8(90.0; 153.7) | 104.8 (60.4; 149.3) 0.211
Postoperative potassium (mg/dL, median (IQR)) 3.5(2.6;4.3) 3.0(1.7;4.3) 0.281
Postoperative free hemoglobin (mg/dL, median (IQR)) | 2.9 (1.1; 4.7) 0.5(0.1;0.9) 0.559
Postoperative NT-proBNP (mg/dL, median (IQR)) 7602 (6353;8851) | 24017 (11985;36048) | <0.001
CBP time (min, median (IQR)) 73.0(63.7; 82.3) 99.7 (87.2;112.2) 0.275
LAD (mm, median (IQR)) 7.9(6.5;9.2) 8.8(7.7,9.9) 0.069
RCA (mm, median (IQR)) 8.3(6.3;10.3) 10.3 (8.6; 12.0) 0.009
Sepsis (yes, %) 0 (0%) 9 (41%) <0.001
ACVA (yes, %) 4 (8.0%) 3(13.6%) 0.457

Notes: ACVA - Acute Cerebrovascular Accident; AKI - acute kidney injury.
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Table 3

Clinical outcomes of patients (n=72)
Parameters No AKI (n=50) AKI (n=22) p-value
Death (yes) 3 (6%) 11 (50%) <0.001
Ventilation days 10.0 (0.9; 19.2) 29.7 (12.8; 46.6) <0.001
Hospital days 27.1 (14.4;39.8) 43,6 (25.2;62.0) 0.004
Length of PICU, days 12.9(2.3;23.6) 33.9(15.3;52.5) <0.001

HA NEPBYIO

Preoperative Parameters: While the majority of preoperative metrics, such as age at
surgery, weight, and creatinine levels, did not differ significantly between the groups, a
notable exception was ferritin. Ferritin levels were significantly higher in the AKI group
compared to their non-AKI counterparts (p=0.049, table 1). This suggests a potential
association between elevated ferritin, as a marker of inflammation or oxidative stress, and
increased AKl risk. Although NT-proBNP levels were higher in the AKI group (table 1), this
difference was not statistically significant.

Postoperative Parameters: Postoperative analysis demonstrated pronounced
disparities. Patients with AKI exhibited significantly elevated urea levels (p=0.026,
table 2) and NT-proBNP concentrations (p<0.001, table 2). Elevated NT-proBNP underscores
the interplay between cardiac dysfunction and renal impairment in these patients.
Additionally, serum albumin levels were higher in the AKI group (p=0.005, table 2).
These findings align with established evidence linking hypoalbuminemia with adverse
outcomes and emphasize the complex interplay of factors predisposing to AKI.

Hemodynamic and Structural Markers: The size of the right coronary artery (RCA) was
larger in patients with AKI (p=0.009, table 2), suggesting potential underlying structural or
hemodynamic variations in this cohort. No significant differences were observed for other
parameters such as creatinine and calcium.

Incidence of Complications

Postoperative sepsis was significantly more prevalent in the AKI group, with 41% of
affected patients experiencing this complication compared to 0% in the non-AKI group
(p<0.001).This finding highlights the critical role of systemic inflammation and infection in
the pathophysiology of AKI in this population. Acute cerebrovascular accidents occurred
at similar frequencies between groups, with no significant difference observed (table 2).

The clinical impact of AKI was profound:

Mortality: Neonates with AKI experienced a significantly higher mortality rate (50%)
compared to those without AKI (6%; p<0.001). This difference underscores the severe
implications of AKI on patient survival.

Ventilation and Hospitalization Duration:

Mechanical ventilation was required for significantly longer durations in the AKI group
(p<0.001, table 2). Similarly, the length of stay in the pediatric intensive care unit (p<0.001,
table 2) and the total hospitalization period (p=0.004, table 2) were markedly extended
for patients with AKI.

B DISCUSSION
This study highlights the critical burden of acute kidney injury (AKI) in neonates
undergoing congenital heart defect (CHD) surgeries, with an incidence rate of 15.6% in our
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cohort. This finding is consistent with prior studies, which report AKI rates ranging from
15% to 64%, depending on the diagnostic criteria, population, and surgical complexity
[1-3]. By identifying significant risk factors, including elevated NT-proBNP levels and
sepsis, this research underscores the multifactorial etiology of AKl and its profound impact
on postoperative outcomes.

Prolonged cardiopulmonary bypass (CPB) duration, a known risk factor for AKI due to
ischemia-reperfusion injury, systemic inflammation, and oxidative stress, was observed
in our AKI cohort. However, the difference between AKI and non-AKI groups was not
statistically significant in this study. This discrepancy highlights the heterogeneity of AKI
risk factors and suggests that additional perioperative conditions, including hemodynamic
instability and inflammatory markers, may modulate AKI susceptibility [4, 8]. Nevertheless,
minimizing CPB time remains an essential preventive strategy supported by the broader
literature [6, 10, 14].

Therole of NT-proBNP as a biomarker in AKl risk stratification is particularly noteworthy.
Elevated postoperative NT-proBNP levels in the AKI group suggest a strong interplay
between cardiac dysfunction and renal impairment, consistent with the pathophysiology
of cardiorenal syndrome [9, 10]. NT-proBNP serves as a sensitive marker of ventricular
dysfunction, reduced renal perfusion, and systemic congestion, underscoring its potential
for early detection and risk assessment in high-risk neonates [8, 10, 13]. Incorporating
NT-proBNP into perioperative monitoring protocols may provide an opportunity for
timely intervention and improved outcomes.

Sepsis, identified in 41% of AKI cases, represents another critical factor exacerbating
systemic inflammation, endothelial dysfunction, and renal injury [4, 5]. Previous studies
have demonstrated that neonates are particularly vulnerable to infection-related
complications due to theirimmature immune responses [5, 7, 15]. Our findings underscore
the necessity for early recognition, prompt antibiotic therapy, and rigorous perioperative
infection control measures to mitigate this significant risk factor.

From a clinical perspective, the consequences of AKI are severe and multifaceted.
Neonates with AKI in this cohort experienced prolonged durations of mechanical
ventilation, prolonged intensive care unit hospitalization, and significantly higher
mortality rates compared to non-AKI patients. These findings mirror existing literature,
where AKI has been consistently associated with longer hospital stays, increased resource
utilization, and poorer long-term renal and cardiac outcomes [6, 11, 12]. This underscores
the importance of comprehensive perioperative strategies, including individualized fluid
management, close hemodynamic monitoring, and early renal replacement therapy, to
improve survival and recovery trajectories in this high-risk population [16-18].

Our study also highlights the importance of biomarkers in advancing AKI diagnosis
and management. Traditional markers like serum creatinine lack sensitivity for early
detection, particularly in neonates with limited nephron reserves [1, 2, 11]. Emerging
biomarkers, such as NT-proBNP, urinary NGAL, and serum cystatin-C, offer significant
promise in improving early diagnosis and guiding targeted interventions [6, 8, 13]. Future
studies should explore biomarker panels that integrate markers of cardiac dysfunction,
systemic inflammation, and renal injury for comprehensive risk stratification.

Structural and hemodynamic parameters, such as coronary artery size, also emerged as
potential contributors to AKI risk. Neonates with larger coronary arteries in the AKI group
may reflect underlying hemodynamic or anatomical variations that predispose them
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to renal complications. Further investigation into these parameters may yield valuable
insights into the interplay between cardiac morphology and renal vulnerability [10, 19, 20].

Despite its strengths, this study has several limitations. Its retrospective design
introduces inherent biases, and the exclusion of urine output data limits the
comprehensiveness of AKI diagnosis. Additionally, the single-center design may
reduce generalizability. Future multicenter prospective studies incorporating advanced
biomarkers, detailed hemodynamic analyses, and long-term follow-up are essential to
validate these findings and refine preventive strategies [12, 13, 18].

B CONCLUSION

This study underscores the significant burden of AKI in neonates undergoing CHD
surgery and its strong association with NT-proBNP levels, sepsis, and prolonged hospital
stays. By integrating biomarker-based risk stratification, minimizing CPB duration, and
implementing tailored perioperative care strategies, substantial improvements in AKI
outcomes are achievable. These findings contribute to the growing body of evidence
aimed at reducing AKIl incidence, improving survival, and enhancing long-term recovery
in this vulnerable population.
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Pesiome

BBegeHwme. OcTpbiii nnenoHedput (OI) cuntaeTcs OAHUM U3 CaMblX CEPbe3HbIX baKTepu-
anbHbIX 3aboneBaHMin B AETCKOM Bo3pacTe. Y nauneHTos ¢ Ol HeobXxoaMMo NCKAYaTb
Hanuume ny3blpHO-MoUeToUHKKoBOro pedintokca (MMP), c KOTOpbIM CBA3aHbl PUCKK pas-
BMTWA MOYeYHOro pybueBaHUs, apTepranbHON TMNePTEH3NN U XPOHMYECKoW 605e3Hu
nouex.

Lienb. OueHNTb akTyanbHOCTb UTaNbAHCKNX KPUTEPUEB Ha3HAYEHNA MUKLMOHHOW LINCTO-
ypeteporpadum (ML) ana soiasnexHnsa NMP y getein ¢ nepsuyHbiM OF1.

Marepuanbl n metoapl. [1poBefieH peTPOCNEKTMBHbIA aHann3 563 MeANLNHCKKUX KapT
CTaLMOHapHbIX NaumeHToB C AmarHo3om Ol BO 2-1 rOpOACKON OETCKON KIMHUYECKOMN
6onbHULEe I. MnHCKa 3a nepuog 2017-2021 rr. Y 261 (46,4%) pebeHKa 6bina BbINOHEHA
ML, uepes Me 83 (73; 108) gHa nocne snusopa Or1. B nccnegyemoit rpynne npeobnaganu
Nnua XeHckoro nona — 65% (n=169).

PesynbraTbl. Bo3pacT manbunkoB Ha MOMeHT nposefeHnsa ML 6bin meHbLue, Yem fieBo-
yek (Me 0,5 (0,3; 1,2) n 1,3 (0,7; 3,8) ropa, p<0,001). He BbIABNEHO pa3nnumii No YacToTe
MMP 1lI-V cTeneHmn y Anu My»CKoro 1 xeHckoro nona (39% mn 29%, p=0,43) n ynbtpassy-
KOBbIM U3MEHEHMAM CO CTOPOHbI noyek (72% un 62%, p=0,11). Hanbonee yacTto BbiABNA-
NOCb pacliMpeHne YalleyHO-NOXaHOYHOM cucTemMbl B 62% (n=105) cnyyaes. C yyeTom
BCEX MPefnoXKeHHbIX KpuTepunes HazHauyeHna ML y peteir ¢ ON 6bina noctpoeHa ROC-
KpwuBas, nnowagb nog kotopon (AUC) coctasuna 0,508 (95% AU 0,450-0,563, p=0,80), uto
rOBOPUT O HU3KOW NPOrHOCTMYECKON 3HAYUMOCTU STUX KpUTEpMEB ANA Ha3zHaveHna ML B
OCTPOM nepuoge nuenoHedpputa.

3aknioueHune. o pesynbratam Halero PeTPOCNeKTUBHOro UCCNefoBaHNA efNHCTBEH-
HbIM OOBEKTMBHBIM KpuTepuem Ans HasHadeHmAa ML naumeHtam c Ol ocTaetcsa nuwb
NoBTOPHbIN 3nn3og Ofl1.
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Abstract

Introduction. Acute pyelonephritis (APN) is considered one of the most serious bacterial
diseases in childhood. In patients with APN, the presence of vesicoureteral reflux (VUR),
associated with risks of renal scarring, arterial hypertension, and chronic kidney disease,
has to be excluded.

Purpose. To evaluate the relevance of Italian criteria for voiding cystourethrography
(VCUG) prescribing to detect VUR in children with primary APN.

Materials and methods. A retrospective analysis of 563 medical records of inpatients
with APN in the 2nd Children’s Hospital of Minsk for the period 2017-2021 was carried out.
VCUG was performed in 261 (46.4%) children after Me 83 (73; 108) days after APN episode.
In study group female patients prevailed 65% (n=169).

Results. The age of boys at the moment of VCUG was younger, than the age of girls
(0.5 (0.3; 1.2) and 1.3 (0.7; 3.8) years, respectively, p<0.001). There were no differences
in VUR llI-V grade frequency between males and females (39% and 29%, respectively,
p=0.43) and ultrasound changes in the kidneys (72% and 62%, respectively, p=0.11).
The most common finding was dilation of the renal pelvis and calyces, occurring in 62%
(n=105) of cases. Taking into account all the proposed criteria for VCUG administrating in
children with APN, a ROC curve was built, and the area under curve (AUC) was 0.508 (95%
Cl=0.450-0.563, p=0.80), which indicated a low prognostic significance of these criteria
for prescribing VCUG in acute period of pyelonephritis.

Conclusion. According to the results of our retrospective study, the only objective
criterion for prescribing VCUG to patients with APN remains a repeated episode of APN.
Keywords: acute pyelonephritis, children, voiding cystourethrography, vesicoureteral
reflux
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OueHKa aKTyanlbHOCTY NCMOJIb30BaHUA MEXAYHAPOAHbBIX PeKOMeHZaLUMi No Ha3HAUYEHUI0 MUKLVMOHHO
uncToypeTeporpadun y fetei ¢ ocTpbiM NMenoHepprUTom

B BBEJAEHWE

NHbekunn moyeBoin cuctembl (MMC) siBnAOTCA 0QHOM U3 Hanbosee PacnpoOCTPaHEeH-
HbIX 6aKTepuanbHbIX NHeKLMIA B 4eTCKOM Bo3pacTe [1]. B KnnHnyeckom npakTmke npu-
HATO BbIAENATb CriefyoLlne KnmHnYeckme Gbopmbl: OCTPbIA LUCTUT, XapaKTepurayoLminca
BOCMaNeHnemM Cn3ncTon 060/I0UKM MOYEBOTO MNy3blipsA, U OCTPbIl NrnenoHedbput (OM) —
Haubonee Taxenaa popma MMC, npu KOTopol nopa<atoTcA Bbllleniexallme oTaesbl Mo-
YeBOW CUCTEMBI: MAapPEeHXMMa U YalleyHo-noxaHo4yHasa cuctema (MJ1C) nouek [2]. OcnoxHe-
Hua Oll, Takne Kak noyeyHoe pybLeBaHMe, apTepuranbHas rMnepTeH3mnsa U XpoHuYecKas
60ne3Hb Moyek, ANKTYIOT HEOOXOAMMOCTb NMPOBEAEHUSA Y MALMEHTOB CrelnanbHbIX pa-
[OVONIOrMYecKUX NccnegoBaHUin: MUKLMOHHON unctoypeteporpadum (ML) n ctatnueckon
HedpocumHTUrpadmm (CHCT) ¢ uenbto BbiABNEHUSA OAHOIO N3 OCHOBHbIX GAKTOPOB prCKa
UX Pa3BUTMA — BPOXKAEHHbIX aHOMANNiN MOYEBbIX NyTen 1 nodek (BAMI).

Haunbonee yactbim npossneHvem BAMI ABnAeTcsa ny3blpHO-MOYETOUHUKOBLIN ped-
ntokc (MMP) — 310 peTporpagHbii TOK MOYM U3 MOYEBOrO My3bipA MO MOYETOUYHMKaM B
BEpXHMe MOYeBbIBOAALLME MYTU BO BpeMa akTa MmouencnyckaHua. [MMP Takxe asndaetca
3HauMMbIM GaKTOPOM pUCKa Pa3BUTUA NOYEUYHOro pybLeBaHua 1 pednioKkc-HedponaTum.
Pedniokc-HedpponaTtna — dokanbHbI unu Anddy3HbIA CKNEPO3 NOYEYHOWN NapeHXUMBI,
nepBonpuyrHon kotoporo sensaetca NMMP, npuBogAwmiA K BHYTpUNoYeuHomMy pedriok-
CY U MOBbILIEHHOMY PWCKY NOBTOPHbIX 3MM30408 nuenoHedpuTa. CreneHb MMP Takxe
UrpaeT HeMasioBaXKHYo PoJib B pyrcKe pybLieBaHUA NOYEYHOWN NAPEeHXMMbI, JOCTras Hau-
XyALWwmx 3HavyeHunn npu IV-V ct. OgHako B HacTosLlee BpeMA No NpuyrHe OTCYTCTBUA pe-
NeBaHTHbIX AaHHbIX NO pacnpocTpaHeHHOCTN y aeTen NMP B nonynAumm B LeIOM roBo-
pUTb O NPUYNHHO-CNleacTBeHHbIX cBA3AX NMMP 1 Ol goctaTtouHo TpyaHO. Tak, NO AaHHbIM
nutepatypsbl, y 30% feTeln mnagwero Bo3pacta obHapyxunsaetca MMP yxe npu nepsom
snusopge Of1 [3, 4]. Cxoxune 3HaueHnA YacToTbl BbiAiBeHNA [TMP — ot 28 go 36% cnyua-
€B — MOKa3blBalT aBTOPbI NcciefoBaTenbckon rpynmbl Finnish Ha peTpocneKkTBHOI Bbi-
6opKe geteli no pesynbratam nposefeHHbIX ML, He cBAzaHHbIX ¢ UMC [5, 6]. MoyeuHoe
pybLeBaHne TaKkKe MOXET ObITb BPOXKAEHHbIM 1 He 3aBUCETb OT HaIMYMA NN OTCYTCTBUA
MMP. T. Rosenblad n coasT. B LLIBeackom HaunoHanNbHOM UCCNEAOBaHWW, BKIIOYaBLUEM
1087 mnageHues ¢ bebpunbHoit UMC, nokasanu, 4to AeTy C NoYeyHbiM pybLieBaHueM u
6e3 Hero 3HauUMTENbHO Pa3NNYaNMCb MO pe3ynbTaTaM reHeTUYeCKoro NCCeJoBaHNA Mu-
TOXOHApPWanbHbIX reHoB [7]. C NpaKkTMYeCcKol TOUKM 3pEHMA BPOXKAEHHOE NoYeyHoe py6-
LeBaHVe Yalle BCTPEYaeTCa Y UL, MY>KCKOFO Mofa 1 UMeeT GOMbLIYI0 NPOTAXEHHOCTb;
npuobpeTeHHOe — Y NNLL )KEHCKOTO MOoJa U MeeT MeHbLLVE pa3mepbl, 06bIYHO B 06nacTu
BEPXHUX MOMOCOB NOYKM [2].

Heob6xoaunmo yuntbiBath 1 apyrue dbakTopbl prcka pa3BUTUA NOYEYHOro pybLeBaHuaA:
HapyLleHUa ypoaMHaMUKK (B T. 4. 06CTPYKTMBHAA yponaTnsa, HeMPOreHHbI MOYEBOW Ny-
3blpb), 3aM034an0€e Ha3HauYeHne aHTUbaKTepranbHou Tepanuu (6onee 72 4acoB Nocse Ha-
yana 3abonesaHusA), BbiABNEHNE NHOEKLMOHHOIO areHTa No pesynbraTaMm nocesa Moy,
otnnyHoro ot E. coli, aAncoyHkumMm moueBoro ny3blpsa u KuweyHuka (AMIMukK), peunaunsu-
pytowun xapaktep MMC [8].

Ha ceropHAwWHUA feHb eauHOe MHeHMe 06 ONTUMaNbHOM MPOTOKOJMe KCCefoBa-
Hua peteit ¢ Ol B oTHOWeEHMK BbiaBneHUs NMP 1 noyeyHoro pybLeBaHus OTCYTCTBYET,
YTO NOATBEpPXKAAETCA BapmabenbHOCTbio nokasaHuii K ML n CHCI B KNMHMYECKNX peKo-
MeHJauMAX B 3aBUCUMOCTM OT CTPaHbl MW pernoHa [2, 9]. MexxgyHapogHble peKkomMeH-
Jaunn nocnefHero OecATUNeTUA HanpasneHbl Ha COKpalleHMe YMCna MHBA3MBHbIX U
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PaanoNornyecknx NCcneqoBaHni, TEM CaMbiM CHMXKaA Kak ANCKOMOPT 13-3a Heobxoau-
MOCTU KaTeTepu3auuy MOYEBOrO Ny3bIpA 1 PUCK ATPOreHHON UHdeKLUNY, Tak 1 Ny4YeByio
Harpysky, a Takxe 3aTpaTbl Ha UCCNIeJoBaHWA, HO NMPY 3TOM COXPaHAA NpUeEMIIEMYIO YyB-
CTBUTENIbHOCTb U CNeUnPUYHOCTDb ANA BbIABNEHNA KIMHUYECKN 3HAUYMMbIX OTKJIOHEHWIA
[9, 10]. MMP |-l cteneHu, BbiABAIEHHbIE B PaHHEM JETCKOM BO3pacTe, K MOAPOCTKOBOMY
nepuogy npoxoaat 6eccnegHo, a lll-V cteneHn — TpebyloT XMpypruyeckoro neyeHns ¢
ONNTENbHBIM NPOPUNAKTAYECKMM Ha3HAYEHMEM aHTUMUKPOOBHbIX CPeACTB C LieNblo CHU-
XeHuna pucka peungmsrpoaHua UMC, Ho He pricka o6pa3oBaHuA HOBbIX pybLos [4, 11].

B LIEJTb NCCJIEOOBAHUA

Onpepenutb akTyanbHOCTb KpuTepueB Ha3HaveHua MU y peten ¢ nepsuyHbim O,
npegnaraemblx WTanbaHcKon accouunauuein aetckux Hedpponoros (Italian Society of
Pediatrics Nephrology - ISPN) B pekomeHgauumsax ot 2019 roga, Ha peTpPOCNeKTUBHON Bbl-
6opke naymeHToB [12].

B MATEPWAJIbI U METObI

Mo pesynbraTam peTpPOCNeKTUBHOrO aHanM3a MeanLMHCKNX KapT CTaUMOHaPHbIX Ma-
LMeHTOB NepBoHavanbHO 6bino otobpaHo 810 feTel C ANarHO30M «OCTPbI NMenoHed-
pUT», FOCNUTANN3NPOBAHHbBIX B yUpexaeHne 30paBoOXpaHeHns «2-A ropofAckas aeTckas
KNUHUYeckana 6onbHMUa» r. MrMHcKa 3a nepuog ¢ 2017 no 2021 rog. Ha ocHoBaHuUM KpuTe-
puveB BKOUYEHNA B NccrefoBaHKe / NocTaHOBKM AnarHo3sa Ol (Hannune y pebeHka nmxo-
pagKu C AnM3ypryeckuMim paccTpocTBaMmm Unm 6e3 Hux, nenkouuTypum B obLlem aHanmse
Moun =10 NenKouMTOB B NOJIE 3peHMA NPU MUKPOCKOMWM 0CafKa, MONy4YeHHOro Npu LeH-
TpudyrnposaHum mouu, yposeHb CPB B kpoBu 6onee 5 Mr/n) n ucknoveHus (ykasaHuve Ha
anumsopabl UMC noboii nokanusauum, BAMI n onyxonu B aHamHe3e) 6bina chopmmpoBaHa
rpynna nauneHToB (n=563). B fanbHelwemM B MccnefoBaTeNibCKyto rpynny Obiim BKoue-
Hbl TONIbKO Te feTw, Komy 6bina nposepeHa ML, — 261 (46,4%) pebeHok (puc. 1).

McxoaHan BbibopKa

(n=810)
MMC B aHamHe3e, BAMIT, onyxonu _ | <10 neikouyuTos B none 3peHus 8 OAM
(n=142) (n=18)
OTCyTCTBME aHANN3UPYEMbIX JaHHbIX MaumeHTbl C OTCYTCTBMEM NNXOPA[KN
(n=37) T (n=50)

AHanvsvipyemas rpynmna naumeHToB
(n=563)

MauneHTbl C NPOBeAEHHON MUKLIMOHHOMN
uncToypeteporpaduen (n=261)

Puc. 1. insaiii nccnepoBaHunsa
Fig. 1. Research design
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MU y nauuwenTos ¢ Ol npoBoamnach No ciefyoLwmm noKasaHuamM: Bo3pacT pebeHka
[0 2 fneT, 3MeHeHnA No pesynbraTam Y3M nouek 1 MOUYeBbIBOAALNX NyTeN, CBUAETESNb-
cTBYyIOLWMNE 0 BO3MOXKHOM Hanuunn NMMP (pacwmnperne YJIC n gp.), HapyweHna ypoamnHa-
MuKn. ML pekomeHgoBanach naureHTaM K NpoBeAeHnIo Yepes 2 MecaLa nocne anu3oga
Orll, Me 83 (73; 108) anAa (2,7 mecAaua).

CornacHo MTanbAHCKMM pekomeHAaumAm Bo BpemMa nepsoro snusoga MMC ¢ nuxo-
pagkomn nokasaHuamn K ML, BbicTynatoT: BbiaBneHne Y3/1-nprn3HakoB MOHO- UK ABYCTO-
POHHEeN rmnonnasumn NoYek, NoBblleHE SXOreHHOCTM NapeHXMbl MOYeK, paclupeHne
YNC (rnppoHedpo3 =2-i1 cTeneHn), gunaTtauma MOYETOUHNMKA, YTOMNLEHNE Yypo3nuTenua
NOYeYHbIX JIOXaHOK, aHOMannMm MOYEeBOro Ny3blps, a TakXKe BblAeNeHne naTtoreHa mouu,
oTtnuyHoro ot Escherichia coli, n peungns MMC c nuxopagkon [12]. Pacwmpenune YIC (ru-
OpoHedpo3) oLeHNBanoChb cornacHo 0OHOBNEHHOW Knaccudukaumm gunataumnm moyesbl-
BoaAwwmx nytein SFU (Society for Fetal Urology) 2021 r. [13] (tabn. 1).

NoeHTudnkauma n onpegeneHme 4yBCTBUTENbHOCTY BblieNIEHHbIX MUKPOOPTraH3MOB
K aHTUMUKPOOHbIM XUMMONpenapaTam OCyLLIeCTBAANNCL C UCMONb30BaHNEM aBTOMaTMYe-
ckoro aHanu3satopa VITEK-2 Compact, npounssoacTtsa bioMerieux (PpaHuuma). Y3UN nouek
BK/OYaNo B ceba nccnegoBaHue B 2B-pexxrme Ha annaparte Philips Affiniti-50 (Tepmanus).
ML, npoussogunacb npy NOMOLWKN CTaLNOHAPHOro peHTreHoBcKoro annapata VISION,
npon3eoacTso komnaHum VILLA (UTannsa), c ncnonb3oBaHnem peHTreHKOHTPACTHOro Be-
wecTea lodixanol - Visipaque (MpnaHaus). CHIC npoBoaunack Ha 0gHOPOTOHHOM SMMC-
CMOHHOM KOoMMbloTepHOM Tomorpade Symbia, nponssopactea Siemens Healthineers (lep-
MaHuA).

ba3a paHHbIX MauMeHToB ¢opmupoBanacb B nporpamme Microsoft Excel, version
16.771. Cratnctnyeckaa obpaboTka ocCylecTBnAnacb C MCMNonb3oBaHMEM MPOrpamm
STATISTICA 12.6 n IBM SPSS Statistics 26.1. [[poBepKa cOOTBETCTBMA HOPMasibHOMY pac-
npegeneHnio 3Ha4YeHNin KonmyeCcTBEHHOW NepemMeHHON NPOBOAMIACh NPU NOMOLLN KpU-
Tepua Wannpo - Yunka. na npeacraBneHns 3Ha4YeHUN KONNYECTBEHHOWN NepemMeHHON
paccunTbiBaNnCb MegmaHa n ksaptunm Me (P25; P75), a ana cpaBHeHUA UCNosib3oBasca
HenapameTpuyeckun U-kputepuin MaHHa — YUTHW. 3HaYeHNA KauyecTBEHHOWN nepemeH-
HOW NpefCTaBAANUCH B BUae abConoTHbIX uncen (gonen B %), a fOCTOBEPHOCTb pa3nuuma
JaHHbIX onpeaensany Ha OCHOBaHMM BENUYMHbI KpUTepra cOOTBeTCTBUA X2 MpcoHa n
TouHoro Kputepusa Quiuepa Npu KonmyecTse HabnogeHUN B AYenke meHee 5. MporHo3u-
poBaHue 3¢pdeKkTMBHOCTM BbisiBneHuA NMMP ¢ yueTom npeanoxeHHbix Kputepues npu Ol

Ta6bnuua 1
Knaccndukauma gunatauum moyeBbiBogawmx nytein (A4MIM)
Table 1
Classification of urinary tract dilation
AMM, cteneHb 1 AMM, cteneHb 2 AMI, cteneHb 3
MNMepepHe-3apgHuin 10-<15 mm >15 mMm >10 Mm
AVAaMeTp NoYeyHo
noxanku (MN340N) wim win win
Yaweukn LleHTpanbHaa gunatauus | NMepudepuuyeckan gunatauna Jlio6ana gunatauma
Wnn =4 mm
MoueTouHuK (cM34M1 =10 mm unu gunatauven | U
yaulek)
M3meHeHVA NnapeHXrMbl (3XOreHHOCTU, TOMLWMHbI), aHOMAIMN MOYEBOTrO Ny3blpA Oa
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NPOBOAMIOCH C UCnosib3oBaHMeM MmeToaa ROC-aHanum3a ¢ pacyeTom niaowaam nog Kpu-
Bow (AUC) n 95% poseputenbHoro nHtepsana (4U).
Paznuumna cuntanucb 4OCTOBEPHBIMU NPU YPOBHE 3HaYnMocTun p<0,05.

B PE3YNbTATbl U OBCYXOEHNE

Mo pe3ynbTaTtam nccnefoBaHnA cpefm NauneHToB ¢ npoefeHHon ML npeobnaganu
neBoukMn — 64,7% (n=169). MegnaHa Bo3pacta coctasuna 1,0 (0,5; 3,0) roga: y Ay my»-
ckoro nona 0,5 (0,3; 1,2) roga, y nuu xeHckoro - 1,3 (0,7; 3,8) roga, p<0,001. YacTtoTa BbI-
asneHua NMP - 32,5% (n=85) cnyyaes, uTo cornacyeTca ¢ AaHHbIMK paHee NPoBeAeHHbIX
nccnepoBaHui [2-6]. Paznnumin no yactote NMMP y geBoYeK 1 Manb4yMKoB He BbIAABNEHO
(54% (n=62) n 27% (n=23) cooTBeTCcTBEHHO, p=0,18), TaK e Kak 1 No gose nauneHToB C
MMP 1lI-V ctenenu (29% (n=14) n 39% (n=9) cooTBeTCTBEHHO, p=0,43).

N3meHeHna no pesynbtatam Y3M nouyek m mMoueBblBOAAWMX NyTel BblABAANUCL B
65,1% (n=170) cnyyaes, 6e3 3HauMMbIx paznuuui no nony (B8 71,8% (n=109) y nuy, myx-
ckoro nona un B 61,9% (n=61) y »keHckoro, p=0,11). Hanbonee yacto BM3yanmsnposanocb
pacwwmpeHune YJ1C novek — B 61,7% cnyyaes. AHanu3 Y3U-kputepmes y nauneHToB c 1 6e3
MMP BbIAABMA 3HaUMMbIE Pa3INuMA TONbKO MO YacTtoTe HannumA pacwmnpenunsa YJ1C, yero
He Habnoganocb No Apyrnm napametpam (tTabn. 2).

CHCT BbinonHanacb B 32,5% (n=85) cnyyaes, NpenmyLLeCTBEHHO Y ieTeN C BblAB/IEH-
HbiM NTMP pa3nuuHown ctenexun - B 75,5% (n=64) cnyvaes. [loyeuHoe pybLeBaHue no pe-
3ynbratam CHCI o6Hapy»xunBanocbk B 75,0% (n=51) y geten ¢ [MMP, npruyem npwu |-l ctene-
HW vawe, yem npwm l1-V: B 60,7% (n=31) n 30,3% (n=21).

MonoxunTenbHble pe3ynbTaTbl NOCEBA MOYM Y NaLMEHTOB C NpoBefeHHon ML onpepge-
nanucb B 24,5% (n=64) cnyvaes. o AaHHbIM NUTEPATYpPbl, OCHOBHbIM BO30yAuUTENEeM Kak
NMC, Tak u OlN'y peten asnaetca E. coli (80-90% cnyuaeB) 1 YacToTa BCTpeYaemMoCTu ee
B nccnegyemon rpynne coctaBuna 75,0% (n=48), valle y nuu, »keHckoro nona (64%), yem
y Myxckoro [14]. Bo3byauTtenu, otnnuHble ot E. coli, Bbiasnanmce B 25% (n=16) cnyyaes:

Ta6bnuuya 2

Pesynbratbl Y3/ noyek B COOTBETCTBUMN C UTaNlbAHCKMMW peKOMeHAALMAMN
Table 2

Renal ultrasound results in accordance with Italian guidelines

Y3M-npunsHaKn cornacHo pekomeH- | Bce naumneHTbl MaymnenTbl cMMP | MaumeHTbl 6€3 NMMP

Aaumam ISPN (n=170), % (a6c.) | (n=59), % (abc.) | (n=111), % (abc.) P,
1 2 3 4

MMnonnasua nouek 4,1(7) 6,7 (4) 2,7 (3) 0,23
LunddysHble usmeHeHus napeHxumbl | 30,5 (52) 33,8 (20) 28,8 (32) 0,49
[OunaTtauna MoYeTouHMKa 10,5 (18) 11,8 (7) 10,0 (11) 0,68
Eich”"r']‘;e;"j (Li’;é;. 1 61,7 (105) 55,9 (33) 64,8 (72) 0,04
CreneHb 1 9,4 (16) 5,0 (3) 11,7 (13) 0,15
CreneHb 2 14,1 (24) 13,5(8) 14,4 (16) 0,88
CreneHb 3 10,6 (18) 15,2 (9) 8,1(9) 0,14
CreneHb 2-3 24,7 (42) 28,7 (17) 22,5 (25) 0,37
zgzgfg:(”nem);aaﬁ””“ MOHEHbIX 19,4 (33) 16,9 (10) 20,7 (23) 0,55
AHOManum mo4eBoro ny3bips 0(0) 0 0 -
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Puc. 2. ROC-KpuBas NpOrHoCTNYeCKo MoAenu No oLeHKe aKTyalbHOCTN NoKasaHui ana ML y petei
C OCTpbIM NnenoHedppuTom

Fig. 2. ROC-curve of the predictive model to assess the relevance of indications for VCUG in children
with acute pyelonephritis

Kl. oxytoca, Ps. aeruginosa u E. faecalis — no 6,2% kaxgbii, P. mirabilis - B 4,1% cnyuaes.
YactoTa BcTpeuyaemocTu He E. coli Bo36ygutenein 6bina Bbille Y ML MY>XCKOFO Mnofa — B
32,0% (n=8) npotune 18,3% (n=8) y nuLi »keHckoro (p=0,21).

[nA oueHKN aKTyanbHOCTM UTANbAHCKUX KpUTepmeB HazHauyeHna ML ¢ uenbio BbiAB-
nenus NMMP y petein ¢ ON 6bin nposeaeH ROC-aHanu3 ¢ pacuetom AUC, . ABTOPbI nC-
cnepoBaHuA [12] cunTanu, YTo ecnu BbIABNANCA XOTA Obl oauH u3 Y3U-Kpnutepues unu
Bblgenanacb He E. coli B kauectse npuumHbl UMC, TO y naymeHTa eCTb NOKa3aHUa ana npo-
BefeHuA ML, Mo pe3ynbraTam Halero nccnegoBaHus 6oiia noctpoeHa ROC-Kpusas, nno-
waab nog kotopon (AUC) coctasmna 0,508 (95% W 0,450-0,563, p=0,80), uto rosoput
O HU3KOW MPOrHOCTUYECKOWN 3HaUMMOCTK KpuTepmes [12] ana HasHayeHuA ML, B ocTpom
nepuoge nuenoHedppmta (puc. 2).

Wcxopa v3 Bblllecka3aHHOro, EAUHCTBEHHbBIM OOBbEKTVBHBIM KpUTEPUEM AJiA Ha3Haye-
HuA ML, nauymentam ¢ Ol octaetca nuwb peungns MMC c nnxopagkon.

B opgHoLeHTpOBOM KCCNIejOBaHMM, NPOBEAEHHOM B MeMLUHCKOM yHUBepcuTeTe be-
noctoka (MonblLua), bbina NoKasaHa BaXXHOCTb TLIATENIbHOTO onpefeneHnsa NoKasaHui ana
ML, y petein c OI, koTopble 6bif KOHKPETU3MpPOBaHbI B 2009 rogy, YTo NPUBENO K CHU-
»eHwuto BbinonHeHna ML, 3a aBa nepropa (2003-2008 rr. n 2009-2014 rr.) Ha 25% (c 2457
no 1845) c poctom yactoTbl BbiaBneHua NMMP ¢ 20% po 25% [15]. 3a nepsbi neprog ML
npoBogunacb 60NbLUNMHCTBY AeTein nocsie nepeoro anusoga MUMC u npu yBennyeHum pas-
mepos YJIC, 3a BTOpoOi neprog — Hanuuune ABYCTOPOHHENO aHTEHATaIbHOMo rMapoHed-
po3ay Manb4mKoB, MOCTHaTabHOIO YMepPeHHOro unu Taxenoro ruapoHedposa (Anametp
NOYeYHOM NIOXaHKKU >10 MM) 1/Mnn AnnaTaumnsa MOYETOUYHNMKA, @ TakXKe CEMENHbIN aHaMHe3
no MMP. C 2015 roga nokasaHuamu ana ML, N. Kopiczko u coaBT. pekomeHAay0T OCTaBUTb
Tonbko peunams Ol nan Hannume 3HaUNTENbHBIX OTKTIOHEHUI Ha KapTuHe Y3W, uTo va-
CTMYHO COrNacyeTca C pe3ybTaTaMy Hallero peTpoCcnekTUBHOro nccnepgoBaHua [15].

Kpome Toro, Ba)kHa CBOeBpeMeHHasa AMarHOCTMKa AMCPYHKLMIA HUMKHUX MOYEBbIX
nyTen (TMNepPaKTVBHbLIA U MMNOAKTUBHbIN MOYEBOW My3blpb), OCOBEHHO B COYETaHWM
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C 3anopamu W/wnmn sHKonpesoMm. [laHHbI NepeyeHb 3aboneBaHWi 06O3HaYaeTCcA Kak
OMMNuK [16]. AMMNuK asnaetca BaKHbIM GpaKTOPOM prCKa BO3HMKHOBEHMA U peungmBa
UMMy peten B covetaHmm ¢ NMMP, npenAaTcTByA HOPMaiibHOMY OMOPOXHEHNIO MOYEBOrO
ny3blpA 1 NOBbIWas AaBneHne B MoyeTouHuKax u Y1C novek.

B 3AK/THOYEHUE

CoBpeMeHHble KIIMHMYeCKe peKoMeHAaLny AeEMOHCTPUPYIOT 3HaUKTeNIbHble pa3nu-
una B noaxofax K HazHayeHumto MLL. Y3M nouek n moueBbIBOAALMX NyTen OCTaeTCA YHU-
BepcanbHbIM CKPUHUHIOBbIM METOOM, OHAKO Pe3y/nbTaToB €ro NprMeHeHrsa HefocTa-
TOUHO ana nckntoveHma NMMP y naumeHToB geTckoro Bo3pacTa. YpeamepHoe paclumpeHme
nokasaHui gna npoBefeHna Pagnonormyeckmx NCccneloBaHnii MoOUYeBbIBOAALLMX MyTen
He noBbIWwaeT YacToTy BbiABAeHUA [MMP. MpakTMyecknm 1 3HaUYMMbIM BbIBOJOM Hallero
nccnegoBaHUA ABNAETCA CyXKeHue nokasaHui Ana MLU: Ha3HaueHme nccnegoBaHNA nauu-
€HTaM C MOBTOPHbIM 3MM3040M OCTPOro nuenoHedputa. BoamoxxHo paclumpeHne noka-
3aHWIN K Ha3HaYeHWIo Y AeTel CO 3HaUUTENbHbIMIN U3MEHEHUAMN Ha KapThHe Y3U noyek -
pacwwupeHune YJ1C go 2-3-1 ctenenu no wkane SFU.

Bynyuine nccnefoBaHna fOMKHbI 6bITb HaNpaBieHbl Ha MOUCK AOMONHUTENbHbIX GaK-
TOPOB PUCKa, HOBbIX METOZOB BM3yaNnv3aLuum UM KOMOMHaLUK yxe N3BECTHbIX C KNNHK-
YyecKMMM MM nabopaTopHbIMK NokasaTenammn (Hanpumep, cneyndryeckmx brnomapke-
POB MOUM WS KPOBMU), UTOObI CBECTU K MUHUMYMY KONIMYECTBO UCCNEA0BaHUN U CHU3NUTb
3KOHOMMYECKME 3aTpaThl, @ TakXKe BbIABNATb ML, NOABEPXKEHHbIX pUCKY peumansa VIMC,
bopmmpoBaHNA NoyeyHoro pybLeBaHna U pa3BUTUA XPOHUYECKON GonesHn noyek.
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Pesiome

BBepeHume. Vianonatnyeckan MHGaHTUNbHAA runepKanbumemms 2-ro tuna (MAr2) - yne-
TpapeaKkoe ayTOCOMHO-peLeccnBHoe 3aboneBaHme, XxapakTepusyolleecs HapylleHneM
peabcopbumm pochaToB yepes HaTpuii-pochopHbIn Ko-TpaHcnopTep lla (NaPi-lia) Bcnep-
cTBMe MyTauuin B reHe SLC34A1 ¢ passutuem runodocdatemmu, runepKanbLmemmm, BTo-
PUYHBIM CHUXeHnemM ypoBHA napatropmoHa (MTT), runepkanbunypun, megynnapHoro
HedpoKanbLUmMHO3a U/Unun yponnuTtmnasa.

Lenb. Onpenenntb KNMHMYECKME N MONEKYNAPHO-reHeTuYecKune xapakrepmuctnku N2
y aetein ¢ brannenbHbiMu BapmaHTamm B reHe SLC34A1 ¢ BbiaBneHnemM GeHOTUMMYECKNX
0COobeHHOCTeN TeueHnA 3aboneBaHNA 1 NOTeHLUMaNbHbIX FeHOTUMN-GEeHOTUNNYECKMX acCo-
umauunn.

Matepuanbi u metoppl. [IpoBefeH PeTPOCNeKTUBHDBIN aHaNU3 ucTopuin 6onesHu 12 pe-
Ten (5 geBouek 1 7 manbunkos) B Bo3pacTte 17,5 [MIKP: 11,5; 61,5] mecaua ¢ reHeTMYeCcKn
nogTeepxxkaeHHon U2, Bcem getam 6611 npoBeeH MONEKYNAPHO-TeHETUYECKNIA aHann3
MO TEXHONOMMUN CEKBEHNPOBaHNA HOBOTO NMOKOJIEHNA — NMONTHOE CEKBEHUPOBaHME reHOMa
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(n=3), cekBeHMpOBaHUE NOIHOIO 3K30Ma (N=5) N KNMHNYECKOro 3k3oma (n=4). lnA BbiAB-
NeHnA reHoTN-GeHOTUNUYECKMX accouraLMin NauneHTbl 6biIv pasgenieHbl Ha 2 rpynmbl B
3aBMCUMOCTY OT HaNMUMA AN OTCYTCTBMA Hambonee YacTo BCTpeYaloLerocsa B uccieny-
emom KoropTe BapuaHTta p.V91_A97del B reHe SLC34A1: 1-a rpynna — AeTu C BapnaHTOM
p.V91_A97del (n=6), 2-a rpynna — pgetn 6e3 BapmaHTa p.V91_A97del (n=6).

PesynbraTtbl. Hanbonee uacTbiMM KnvHUKo-nabopaTopHbiMu npossneHmamun UAM2 y
OeTen ABNANNCH: MedynNApPHbI HedpoKanbLmHO3 2-3-i cTeneHn y 100% petew; ru-
nepKanbLneMuns, CHKEHHbIA AN HA3KO HOPManbHbI (MeHee 25 nr/mn) yposeHb MTI
B KpPOBM U rvnepKanbLMypusa BCTpeYanucb C ofMHaKoBoW yactoTon (58,3%) y nauu-
eHToB ¢ NINIM2. CHuxkeHne pCKO <60 mn/mnH/1,73 m? 66110 BbiABRneHO B 33,3% (4/12)
CJlyyaeB Ha MOMEHT BK/IOYEHUA B UCCNefoBaHUe MU He HabnoJanocb HU y OfHOro u3
nauneHToB B AvHamuke (0/11), p=0,09; megmaHa pCKO® Ha MOMEHT MePBUYHOIO K NO-
cnepgHero nccnepoBaHua coctasuna 71,9 [UKP: 59,5; 76,6] mn/MunH/1,73 M2 npotvs
74,0 [MKP: 69,5; 84,01 mn/mMnH/1,73 M? cooTBETCTBEHHO, p=0,23. B AHamMuKe HabnogeHnA
yepes 55,0 [MKP: 12,0; 66,0] mecAua ycTaHOBNEHa TEHAEHUMA K CHUXKEHMIO YaCTOTbl Bbl-
ABNeHuA runepkanbymemmnn: 7/12 (58,3%) Ha MOMEHT BKJIIOUEHUA B UCCNefoBaHme Nnpo-
B 2/11 (18,2%) Ha MOMeHT nocnegHero obcnepgosaHus (p=0,08) — 1 NoBbilLEHME YPOB-
HA MTT kposwn: 18,4 [MKP: 7,0; 40,8] nr/mn npotue 33,8 [MKP: 18,7; 48,9] nr/mn (p=0,042).
MoneKkynapHo-reHeT/4YeCcK e ncciefoBaHNa YCTaHOBUAN Hanbonee pacnpoCTPaHEHHbIN
SLC34A1 naToreHHbIn BapuaHT: p.V91_A97del (50%). He BbIABNEHO KAUHUKO-reHeTnYe-
CKMX accoumaunin ¢ BapmaHtom p.V91_A97del B reHe SLC34A1.

3aknioueHue. Bnepsble ycTaHOBEHbI KNUHNKO-NabopaTopHble U MONeKynAapHO-reHe-
Tnyeckune xapakrepuctnkn MNIM2 y poccunckmx pgetei. MNosbiweHne ocBeAOMIEHHOCTU
0 KNUHNYeCcKnx ocobeHHocTAX TeueHna NAM2 cnocobctByeT yBeNnnUEHMIO KNMHUYECKON
HaCTOPOXEHHOCTV Bpayel B OTHOLIEHMW JaHHOW NAaTONOMMN Y NauMeHTOB C HedpoKanb-
LMHO30M/YypOonNunTasom, rmnepKanbLumnemmein, CHuxxeHnem ypoBHsa T Kposu nnm runep-
Kanbuuypuen.

KnioueBble cnoBa: ngnonatnyeckasa nHdaHTunbHaa runepkanoumnemmus, SLC34A1, petu,
HedbpoKanbLUMHO3, NapaTropMoH, runodpocdatemms, runepkanbLnypus
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Abstract

Introduction. Idiopathic Infantile hypercalcemia, type 2 (IIH2) is an ultra-rare autosomal
recessive disorder characterized by hypercalcemia, low parathyroid hormone (PTH) serum
level, hypercalciuria, nephrocalcinosis (NC) and/or urolithiasis. IIH2 caused by mutations
in the SLC34A1 gene encodes the proximal tubular sodium-phosphate transporter
NaPi-lla.

Purpose. To evaluate clinical features and molecular characteristics of 1IH2 in children
with bi-allelic variants in the SLC34A1 gene, and to identify phenotypic features of the
disease and potential genotype-phenotypic associations.

Materials and methods. A retrospective longitudinal study of 12 children (7M/5F) with
genetically confirmed IIH2 was conducted. The median age of the patients at the first
follow up was 17.5 [IQR: 11.5; 61.5] months. All children underwent molecular genetic
testing using next-generation sequencing technology: whole genome sequencing
(n=3), whole exome sequencing (n=5), and clinical exome sequencing (n=4). To identify
genotype-phenotypic associations, the patients were divided into 2 groups depending
on the presence or absence of the most common p.V91_A97del variant in the SLC34A1
gene in the studied cohort: Group 1 included children with the p.V91_A97del variant
(n=6), Group 2 - included children without the p.V91_A97del variant (n=6).

Results. The most prevalent features of IIH2 were: medullary NC grade 2-3 in 100% of
children; hypercalcemia, decreased or low normal (less than 25 pg/ml) PTH serum level,
and hypercalciuria in 58.3% of patients with lIH2. A decrease in eGFR <60 ml/min/1.73 m?
was detected in 33.3% (4/12) of cases at the time of inclusion in the study, but was not
detected in any of the patients at the last follow-up (0/11), p=0.09; the median eGFR at
the time of the first and the last evaluation was 71.9 [IQR: 59.45; 76.6] ml/min/1.73 m?
vs. 74.0 [IQR: 69.5; 84] ml/min/1.73 m?, respectively, p=0.23. In patients examined after
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55.0 [IQR: 12.0; 66.0] months, frequency of hypercalcemia was lower: 7/12 (58.3%) at the
time of inclusion in the study versus 2/11 (18.2%) at the last examination (p=0.08), and
serum level of PTH was higher: 18.4 [IQR: 7.0; 40.8] pg/ml vs. 33.8 [IQR: 18.7; 48.9] pg/ml
(p=0.042). According to the results of molecular genetic testing, the most common
SLC34A1 variant was p.vV91_A97del (50%). No clinical and genetic associations were found
with the p.V91_A97del variant in the SLC34A1 gene.

Conclusion. Clinical, laboratory and molecular genetic characteristics of [IH2 in Russian
children were established. A greater awareness of [IH2 phenotypes will increase clinical
suspicion in patients presenting nephrocalcinosis/urolithiasis, hypercalcemia, decreased
serum PTH levels or hypercalciuria.

Keywords: infantile hypercalcemia, SLC34A1, children, nephrocalcinosis, parathyroid
hormone, hypophosphatemia, hypercalciuria

B BBEJAEHUE

MononaTtnyeckana nHbaHTUIbHAA rMnepKanbLMeMms — 3To pefKkasa reHeTuyeckas npu-
yrHa HedpoKanbLMHO3a U/UNK yponuTrasa y geTeir. DTMONOrMA AaHHOrO COCTOAHNA J0N-
roe Bpema octaBasiacb HeacHomn, noka B 2011 . Schlingmann K.P. et al. npn o6cnegosaHmn
KOropTbl AeTel C runepkanbumemmnern 6oin KaptuposaH reH CYP24A1 (OMIM 126065), oT-
BETCTBEHHbIN 3a CMHTE3 25-TapoKcMBUTaMmnHa [1-24-rnapokcmnnassl, NpuHUMatoLLen He-
nocpefCcTBEHHOE yyacTue B npouecce kaTabonuama aktueHbix dopm ButammHa [ [1]. B
2016 r., B xoe NpofosiKaloLleroca ncciefqoBaHna no noucky NpuyvH pasBuTuA runep-
kanbuunemun, Schlingmann K.P. et al. 6bina onucaHa rpynna naumeHtos ¢ IUT 6e3 myTaumni
B reHe CYP24A1, y KoTopbix Habntoganacb notepsa ¢ocdatoB ¢ MoUOW HapAZY C APYrMU
TMnuyHbiMK ana WA Bruoxummyeckumn nprsHakamu [2]. Y 3Tol rpynnbl NaumeHToB Ha-
pyLweHus, Habnogaemble B romeocTase KanbLus, 6oy cnegctememM nepeBrnyHoro gedekra
MeTabonmsma ¢ochaTos, BbI3BAHHOIO reHeTUYECKMY BapuaHTamm B reHe SLC34A1 [2, 3].

B HacToALlee Bpems, yunTbiBasa MOJEKYNAPHYO reTeporeHHOCTb, BbiaenaoT 2 dop-
Mbl AT: T (OMIM 143880), Bbi3BaHHY!0 BapmaHTamu B reHe CYP24A1, n U2 (OMIM
616963), cBA3aHHY10 C fedekTamu B reHe SLC34A1.

lfeH SLC34A1 (OMIM 182309) koaupyeT HaTpuit-bochopHbI Ko-TpaHCnopTep TMNa
lla (NaPi-lla), oTHOCAWMINCA K CemMeNCTBY MEepeHOCYMKOB PacTBOPEHHbIX BellecTs 34
(SLC34), akcnpeccupyeTtcsa Ha anukanbHOW MembpaHe LWEeTOYHOW KalMbl MPOKCMManb-
HbIX KaHanbLeB, Urpaet Hanbonee BaHylo posib B peabcopbuuun oTdunbTpoBaHHOroO
¢docdaTta 13 nepsryHo mouu [4]. Ha TpaHcnopT ¢ocdaToB B noykax ¢ nomotlbto NaPi-lla
BNUAIOT HECKOJIbKO PErynaTopHbIX MEXaHM3MOB, KOTOPbIe HAaCTPamBaOT SKCNPECCUIO KO-
TPaHCMOPTEPOB Ha anukasnbHOW MeMbpaHe LeTOYHOW KaliMbl B COOTBETCTBMM C dU3no-
nornyeckrmmn notpebHocTAMHK, B YacTHocTv BUuTamuH [, MTT, a Takxe dakTop pocta du-
6pobnactos 23 (PPD23) n a-knoto [5].

MaToreHHble BapuaHTbl B reHe SLC34A1 npuBogAT K HapyweHuio dyHKumn NaPi-lla n
CHUXeHNo peabcopbunn docdata B NPOKCMMaNbHOM OoTaene HeppoHa B COUETaHUM C
nogasneHmem cuHtesa OPO23. Mnodpocdatemna scneactamne notepu pochaTtos ¢ MOUON
N cHyKeHne yposHAa OPD23 npuBoaaT K ctumynaummn Ta-rugpokcunassl (CYP27B1), un-
rmérposaHuio 25,24-ruppokcunasbl (CYP24A1), uto cnocobCTBYET MOBbILEHNIO YPOBHA
aKTMBHbIX popm BUTaMumHa [l, B yactHocTh 1,25(0H)2[13, n, Kak cleacTBue, K runepkanb-
unemun 1 runepkanbunypun, HebpokanbLMHO3Y n/mnun yponutmasy [6] (puc. 1).
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Puc. 1. YpoBeHb napaTropMoHa B KPOBMU Y fleTell C uanonaTnyeckon nH$paHTUnbHoOM
runepKanbuuemMuen, TN 2, Ha MOMEHT NePBUYHOrO 1 NocsieaHero obcnepoBaHNA

Fig. 1. Parathyroid hormone serum level in children with idiopathic infantile hypercalcemia type 2
in the first and the last follow-up

KnuHnyeckan kapTnHa U2 reTeporeHHa 1 3aB1cuT OT Bo3pacTa nayueHToB. Hanbo-
Nlee 4acTo Ha NePBOM rogy »u3Hu y naumeHToB ¢ U2 HabnogaeTca runepkanbumiemums
C CONYTCTBYIOLMMU APKNUMU KITMHUYECKNMU NPOABIIEHNAMN B BUAE OTCTaBaHMA dpusmye-
CKOrO 1 NCMXOMOTOPHOIO Pa3BUTUSA, PBOTbI, Aerngpatauum, Nonanypum, HEBPONOTrMYECKMX
paccTpoincTs [2, 71. Mo mepe pocTa y 60NbLUMHCTBA HOCUTESEN GrannefibHbIX MAaTOreHHbIX
BapuaHTOB B reHe SLC34A1 HabntogaeTcs 6bicTpas HOPManM3aLmsa NOBbILLEHHOMO YPOBHSA
KanbLuA N CHUKEHHOTO YPOBHA ¢pocdaTa B CbIBOPOTKE KPOBM, MNPV STOM MeRYNIAPHbIN
HedpoKanbLMHO3 Pa3IMYHOM CTEMEHU BbIPAaXKEHHOCTU MPUCYTCTBYET MPaKTUYeCKn y
BCex nauyuneHTos [7, 8].

WcTnHHaa pacnpoctpaHeHHocTb U2 B HacToALee BpemsA OCTaeTcA Hem3BecTHom [9].
Hanbonee MHorouncnieHHoe nccnefoBaHue, onybIMKoBaHHOE K HAacTOALEMY BPEMEHH,
HacuuTbiBaeT 19 naumeHToB ¢ brannenbHbIMU 1 29 NaLMeHTOB C MOHOANNENbHbIMU Bapu-
aHTamu B reHe SLC34A1 [7].

Y naumeHToB ¢ VN2 npaeHTMdMUMpPOBaHbI pas3fiviyHble BapuaHTbl MyTaLWUi B reHe
SLC34A1: MUCCeHC-, HOHCEHC-, CNTAaNCUHI-BapuaHTbl, geneuunu, nHcepumn u gp. [7]. Co-
rMAcHO NPOrHo3npyemoit cTpykTypHoi mogenu NaPi-lla, 605bLIMHCTBO 3TUX NATOrE€HHbIX
BapWaHTOB, NO-BMAMMOMY, HAXOAATCA B JOMeHax TpaHCMeMbpaHHbIx cnvpanei [10]. He-
CKOMbKO FeHETMYECKMX BapuaHTOB OblN NPOTECTUPOBaHbI in vitro B oounTax Xenopus
WX B KJIeTKax MoYeK Ornoccyma u npoAeMOHCTPUPOBANIM CHIbKeHVE GYyHKUMW MyTUPO-
BaBLUNX NMepPeHOCYNKOB B OCHOBHOM M3-3a AepeKToB TpaHcnopTa [11].

B HacToALee Bpems B Poccum oTCyTCTBYIOT ONy6nMKoBaHHble uccnegoBaHua A2 y
naumeHToB.
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B LIEJIb NCCNEAOBAHNA

Onpepenutb KNUHUYECKUE 1 MONEKYNAPHO-reHeTnyeckrne xapakrepuctmkn NAM2 y
neten ¢ 6uannenbHbiMM BapuaHTamu B reHe SLC34A1 ¢ BbisiBieHUEM GeHOTUMNYECKUX
0CcobeHHOCTEl TeueHWA 3aboneBaHNA 1 NOTEHLMANbHbIX FeHOTUMN-PEHOTUNNYECKUX acCo-
umauunn.

B MATEPWAJIbl N METObI

MpoBeaeH pPeTPOCNeKTUBHLIM aHann3 MUcTopuin 6onesHn 12 peten (5 geBoveKk U
7 Manb4MKOB) C reHeTMYecKkn NoaTeepxaeHHon MUI2, koTopble Habnoganucb B otaene
HacneACTBEHHbIX Y NPUOBPETEHHbIX bonesHeln noyek nmeHn npodpeccopa M.C. rHato-
ol HVKW negmnatpun n geTckom xmpyprum nmeHn akagemuka t0.E. Benbtuiwesa OrAOY
BO PHMMY nm. H.W. Muporosa B nepuog ¢ 2012 no 2024 .

Kputepmem BKIoueHNAa B MccefloBaHWe ObIIO Hanmnunme MONEKyNnApHO-reHeTnye-
CcKu noarteepkaeHHon MUM2 ¢ romo3nroTHbiMU (N=2) naM KoMnayHA-reTepo3nroTHbIMA
(n=10) BapmaHTamu B reHe SLC34A1. MNMaumeHTbl C MOHOANNENbHBIMW BapiaHTaMK B reHe
SLC34A1 B nccnenoBaHme He BKOYANNCh.

Bcem naumeHTam npoBoamnack oLeHKa ¢p1snyeckoro pa3BmuTUsa Ha OCHOBAHMM Macchl
W poCTa fieTel B COOTBETCTBMM C BO3PACTOM C pacyeToM MHAEKCa CTaHAaPTHOIO OTKIIOHe-
HuAa (Standard Deviation Score — SDS).

JlabopaTopHoe ob6cnefoBaHMe BKIOYano GrMoxmmuyeckoe McciegoBaHUe KpoBU C
onpepesieHnemM ypoBHs OOLLEr0 M MOHU3NPOBAHHOIO Kanbumsa, pocdopa, akTUBHOCTY
wenoyHo docdarasbl (LLID) no craHgapTHbIM MeToAMKaMm; uccnepgoBaHue yposHs MTT
B KPOBM METOAOM XEeMUJIIOMUHECLIEHTHOrO UMMYHOaHanu3a; onpepesieHne ypoBHeN
25(0H)A n 1,25(0H),[ B KpoBM MeTOAOM BbICOKO3PEKTUBHOM XKMOKOCTHOW XpoMmaTorpa-
buK; pa3oBbI U CYTOYHBIN BUOXMMUYECKUE aHaNM3bl MOYYM C ONpeaesieHneM SKCKpeLnum
Kanbuus, pocdopa, KpeaTnHMHa. B pa3oBom (BTopas yTpeHHAA nopumus Moun) broxmmm-
YeCKOM aHanu3e Mouu onpeaenAanucb Kanbumin / KpeaTMHUHOBbLIN UHAEKC (pedepeHc-
Hbleé 3HaUYeHUs1 B COOTBETCTBUM C BO3pacTom [12]), KaHanbLeBas peabcopbuns pocdatos
(KP®), koTopas paccumtbiBanacb no ¢opmyne [13]

KP®D (%) = (1-KpeaTuHMH KpoBurxdpochop moum)x 100/KpeaTHnH Mounxdochop KpoBu.

CHnxeHune KPO oueHnBanocb Npu CHUXEHUU pacyeTHOro napameTpa meHee 85% [13].
Pacuet koadduumeHTa MakcumanbHom TybynsapHon peabcopbumm docdatos no oTHoLe-
Huo K pCKO (TMPO/pCKD) ocywectBnsanm no ¢opmMmynam B 3aBUCUMOCTU OT 3HAUEHMN
KP® [13]:
= npu KPO<85% TMPO/pCKO=KPDOxdocdop Kposu;
= npu KPO=86% TMPO/pCKO=axdocdop kposu, rae a=0,3xKPD/1-(0,8xXKPD).

CHmxeHne TMPO/pCKO oueHnBanock npu TMPO/pCKO meHee pedepeHCHbIX 3Haue-
HUI no nony n Bo3pacty [13, 14].

B cyTouHOM BMOXMMMYECKOM aHanM3e MOYM OLEHUBANOCh OTHOLLEHME SKCKpeLuu
Kanbuua K macce Tena (Hopma meHee 0,1 mmonb/Kr/cyT gna Bcex Bo3pacTos [15] nauu-
€HTOB).

lmnodocdatemus onpegensanacb NPy CHKEHM YPOBHA Gochopa B KPOBU HIXKe pe-
bepeHCHbIX 3HaYEHUI A1 KOHKPETHOrO nosa 1 Bo3pacTa [16]. [Ana ucknioyeHusa BAnsSHMA

«Mepmnatpua BoctouHasa EBponax, 2025, Tom 13, N2 2 209

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




Mpnonatnueckas I/IHd)aHTVIJ'IbHaH rmnepkanbumnemma 2-ro TMna y ﬂeTeVIZ
KNNHNKO-TeHeTn4YeCKana XapakTepnctnka

MONOBbIX M BO3PACTHbIX Pa3nunuunin Ha pedepeHcHble 3HaYeHna aktusHoctu LL® nposo-
avnca pacuet Z-score L®, koTopblin BbINoNHANCA No cnegytolein dopmyne [17]:

Z-score=(v/3Hauenns LL® - cpepHee 3HaueHue v3HaueHwii L ana BospacTHoM rpyn-
nbl)/SD (cTaHgapTHOE OTKNOHEHWE) 3HaYeHWI VWD ans BO3pPaCTHOW rpynnbl.

CocTosiHue dyHKUMIN NoyeK y naumeHToB ¢ M2 onpegenanocsk No «npuKpoBaTHOM»
dopmyne LLiBapua ¢ pacueTom ckopocTu Knyboukosoi dunstpauun (pCKO) [18].

Bcem getam npoBoaunoch ynbTpa3BykoBoe nccnegosaHuve (Y3M) nouek ¢ onpegene-
HMEeM CTeneHW BbIPa)KEHHOCTU MOBbILEHUA 3XOFeHHOCTU MefynnapHoro cnosa (meayn-
NAPHbIN HeppoKanbLMHO3): 1-A cTeneHb — Hannume o6oaKa NOBbILIEHHOW 3XOF€HHOCT
BOKPYr MMpamMuiokK, 2-a cteneHb — Anddy3Hoe NoBbILEHVEe 3XOreHHOCTU NMUPaMngoK
(«6enble NMpamngKmny»), 3-a cteneHb — anddy3Hoe NoBbIlWEHME SXOTeHHOCTU NMMPaMNLOK
C Hanmumem akycTmyeckom Tenm [19, 20].

MoneKkynapHo-reHeTU4YeCcKUn aHanm3 Obin NpoBefeH No TEXHOIOMMU CEeKBEHNPOBA-
HWA HoBOro nokoneHma (NGS) meTogoM NapHO-KOHLEBOro YTEHMA — KIMHUYECKOe CeK-
BEHMpPOBaHMe 3K30Ma (n=4), NoNHoe ceKBeHNpOBaHMe 3K30Ma (N=>5) n reHoma (n=3). le-
HomHyto [HK Bbigensanu n3 nenkountoB nepudepmnyeckuin Kposmu Habopamm Purelink®
Genomic DNA Mini Kit (Thermo Scientific, Waltham, MA, USA). CekBeHnpoBaHue 3K30Ma
o6pa3uos [JHK BbinonHANOCb ¢ noMoLybio cekBeHaTopa lllumina HiSeq2500 (Illumina Inc.,
San Diego; CA) co cpeaHUM MOKPbITUEM LieNleBOI 061acTN CEKBEHNPOBAHNA He MeHee
70X, C NOIHOTOWN CEKBEHWPOBaHUA LieneBor 06nacT C MOKPbITUEM, FapaHTUPYIOLLMM
TOYHOCTb NPOYTEHUA HYKNeoTnaoB He meHee 98%. MonHOreHoMHOe CeKBEHMpPOBaHMWe
NpPoBOAWIIOCH Ha reHeTnYyeckoM aHanusatope DNBSEQ-G400 meTogom NapHO-KOHLEBOTO
npouteHuna (2x150 b.p.) co cpegHUM nokpbiTUeM Lenesol obnactn 30X, C MCNOJIb30Ba-
Huem Habopa MGIEasy FS PCR-Free DNA Library Prep Set (BGI, Beijing, China) ans noa-
roToBKM 6UGNNOTEK.

BruonHpopmaTuecknii aHanms Obin BbINOHEH C NPUMEHEHeM 6a3 AaHHbIX, BKOYan
PolyPhen-2 [21], SIFT [22], HGMD [23], ClinVar [24], GWAS (https://www.ebi.ac.uk/gwas/),
1000genomes (http://www.internationalgenome.org), OMIM (https://www.omim.org).
MoTeHumManbHasA MATOreHHOCTb BbIABMNEHHbIX MyTaLW OLeHMBanacb B COOTBETCTBUU
C pekoMeHZaunsaMmn AMepPUKaAHCKOro Konsiea)a MegnLMHCKON FeHETUKN U FEHOMUKU 1
Accoumnaumn monekynapHom natonoruu (2015) N0 COBOKYNHOCTW CBeAEHUI NTUTepaTypbl,
pacyeTHbIX, GYHKLMOHANbHbIX U MONYNALMOHHbIX AaHHbIX [25] n pyKoBoACTBa No NHTep-
npetaummn gaHHbIX nocnegosatenbHocT JHK uenoBeka, nonyyeHHbIX METOAAMU MacCo-
BOrO NapasiefibHOro CEKBEHMPOBaHUA [26].

Hymepauua kogupytowei nocnegosatenbHocTy reHa SLC34A1 npepcrasneHa no pe-
depeHcy NM_003052.5 (http://www.ncbi.nlm.nih.gov/genbank).

[na BbIABNEHNA reHOTUN-GEeHOTUNNYECKUX accoLmMaumii naumeHTsl ¢ A2 6binn pas-
ZeneHbl Ha 2 rpynnbl B 3aBUCMMOCTY OT HAaNMUMA UK OTCYTCTBUA Hanbonee yacTo BCTpe-
yatolerocs B nccnegyemon koropte BapuaHTta p.V91_A97del B reHe SLC34A1: 1-a rpyn-
na - getu c BapuaHtom p.V91_A97del (B reTepo3nroTHom coctoaHUn n=6), 2-a rpynna —
netn 6e3 BapuaHTa p.V91_A97del (n=6).

CTaTUCTNYECKNIA aHanNU3 NPOBOAMICA C MOMOLLbI0 HEMAPaMETPUYECKMX METOAOB C
OLIeHKOW MeMaHbl M MHTEPKBAPTUIbHOTO pa3maxa (25-i; 75-1 nepueHTuIM). 3HaUYMMOCTb
pasnuunii ANA HenapameTprUUeCcKnX KONMYeCTBEHHbIX NepeMeHHbIX N0 OJHOMY MPU3HaKY
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oueHusanu no paHrosomy U-kputepuio MaHHa — YUTHU. OLleHKY 3HaUMMOCTN KaueCTBeH-
HbIX GUHAPHBIX NPU3HAKOB B HE3aBUCKMbIX FPyMnax NpPoOBOAMIN C UCMONb30BaHNEM TOY-
Horo KpuTepua Ouiepa. [1na oueHKN B3aMMOCBA3N Mexay nccielyeMbiMy NnokasaTtens-
MU NPUMEHANCA MeTog paHrosom koppenauuun no CnnpmeHy. CpaBHeHUe 2 3aBUCAMbIX
rpynn no 1 npu3Haky NpoBOAUSIOCh C MOMOLLbIO KpuTepura BunkokcoHa. CtaTuctnyecku
3HAUMMbIMM CUMTANNCb Pa3NMuMA NPU YPOBHe 3HauumocTu p<0,05. CraTucTmyeckas
06paboTka AaHHbIX MPOBOAMNIACH C MOMOLLbIO CTaHAapTHoro naketa STATISTICA 10.0
(StatSoft, Inc., CLLA) n GraphPad Prism 5.0 (GraphPad Software, San Diego, CLLA).

B PE3YJIbTAThHI

KnnHnueckas xapakTepucTrika NaumneHToOB NpeacTasneHa B Tabn. 1. NepBbiMy NposB-
NeHnAMK 3a60neBaHNA C OAMHAKOBOW YacTOTOM ObINN XKanobbl Ha CHUPKEHWE anneTuTa,
HefoCTaTOYHyt0 NPUbBaBKY B Macce, 3afiePXKKy pOCTa UNv BbiABIeHNE MeyNIAPHOro He-
¢dpokanbumnHo3za npu Y3 noyek B paMkax CKpUHUHIOBOro obcnenoBaHus (33,3% (4/12));
abakTepuanbHylo 6eCcCMMNTOMHYI0 nenkoumTypuio B 25% (3/12) HabnioaeHwin n runodoc-
daTemuio, BbIAIBNEHHYIO Npu 0b6cnefoBaHWM NO ApYrM npuyunHam y 8,4% (1/12) naym-
eHTOB. MepgumaHa Bo3pacTta noABneHusA nepsbix cumnTomos coctasuna 1,5 [MKP: 1,0; 13,5]
MecALa; Ha MOMEHT NePBNYHOIO 06CIefoBaHMA U KNMHUYECKON NOCTaHOBKM AnarHosa —
17,5 [MKP: 11,5; 61,5] mecAua. B guHammke 6bin1o ob6cneposaHo 91,7% (11/12) neten, pnn-
TeNbHOCTb HabnoaeHusa coctasuna 55,0 [MKP: 12,0; 66,0] mecaua.

3apepkka GpuU3nUYecKkoro pasBUTUA CO CHKeHnem SDS pocTta n macchbl Tena <-2 Ha
MOMEHT BK/IOYEHNA B NCCnefoBaHNe umena mecto B 25% (3/12) cnyvyaes, B AgUHaMMKe

Ta6bnuua 1
KnuHunyeckan xapakrepunctuka geten c U2
Table 1
Clinical characteristics of children with IIH2
= - i oy
o 2 E 35 H
© =5 s .6 = R
= g0 s ] ~
I © = 5 2 s = =
s [~] T ~
: 5 s 85 ¢ s | £3% : i
g g8y,  $8 | £§5 o s o5& ef
E | 5| 88| %8 | =8| E= g SEss | ¥g | GE
E E | o= U x a = = ] USU & E ] aZ
1 X 21 1,331/2,55 1,63 20,2| 82,6| 1,14/0,04 2 75,9
2 M 171 1,25/2,46 1,24| H/p 67,7| 0,2/0,01 0 80,9
3 M 13 1,361/2,697 | 2,09 29 81,8] 0,16/0,016 3 45,8
4 M 10 1,361/2,641 |1,7 15,5] 84,4] 1,28/0,241 3 71,0
5 K 2 H/A/2,921 1,72 3] H/p 2,681/H/p 2 60,0
6 M 63 1,25/ H/p H/A 3l H/A 1,151/H/p 2 115,0
7 M 60 1,32/2,34 1,61 55 87,22 0,89/0,171 2 73,0
8 M 149 1,23/2,58 1,26] 40,8 91,1 0,24/0,121 2 72,8
9 M 15 1,331/2,53 1,84 48,2 91,6 0,15/0,006 2 773
10 XK 5 1,471/2,837 | 2,19 8,6] 87,22 3,341/0,31 3 32,8
11 XK 16 1,371/2,45 1,13} 7] 71,96 1,521/0,121 3 58,9
12 X 19 1,28/2,21 1,49 18,4| 82,7] 1,42/0,05 2 67,5
MpuMeyaHma: * BO3pacT Ha MOMEHT NepBUYHOro obcnepoBaHns; HK — HeppoKanbLmMHO3; H/A — HeT AaHHbix; KPO — kaHanbLeBas
peabcopbuus pocdatos.
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HabnoaeHNA 3a4epPKKM pocTa He Habntoganock (0/11), p=0,21, CHUXKeHMEe MacCbl TeNa Bbl-
AneHo y 9% (1/11) peteir, p=0,59. YMepeHHO BbipaxeHHble KOCTHble febopMaLnm HMX-
HUX KOHeyHocTel Habnoganuck y 50% (6/12) naymeHToB. Nonnypun/nonnauncum He Ha-
6n110anocb HU Y OQHOIO M3 NaLNEHTOB.

[Mnepkanbunemma pasnNyYHON CTEMEHN BbIPAXKEHHOCTU, rMNepKanbLMypus, CHUXe-
Hue ypoBHA [Tl Ha MOMEHT NepBrYHOro obcefoBaHNA Gbinv BbIABEHbI C OLMHAKOBOM
yactoTton y 58,3% (7/12) peten (tabn. 1), B AUHaMuKe HabnogeHWA rmnepKanbLmnemmns co-
XpaHanacb y 18,2% (2/11) naumenToB (p=0,08), runepkanbunypma 1 CHUXEHNE YPOBHA
MNTr B KpoBY MMmenn mecto y 27,3% (3/11) (p=0,18 n p=0,21 cooTBeTCTBEHHO). MegmaHa
ypoBHsa MNTl B KpoBM B AUHaMIKe HabnogeHnaA Obina CTaTUCTUYECKN 3HAUMMO BblLUe, YeM
Ha MOMEHT BK/toueHunA B uccnepgosanme: 33,8 [UKP: 18,7; 48,9] Hr/mn npotms 18,4 [UKP:
7,0; 40,8] Hr/mn, p=0,042 (puc. 1). CHmxeHne ypoBHA dpocdopa 6bino BbiABNEHO B 25%
(3/12) cnyyaeB Ha MOMEHT MepPBUYHOrO 06CIeOBaHNA N COXPAHANOCH B ANMHAMUKE Ha-
6nogeHnay 9,1% (1/11) geten, p=0,59. YactoTta cHuxeHua TMPO/pCKO Ha MOMEHT BKto-
yeHUA B nccnegoBaHua coctaBuna 20% (2/10), Ha MOMEHT nocneaHero obcnenoBaHNA
cHuxKeHne TMPO/pCKO nmeno mecto B 30% (3/10) (p=1,0) cnyyaes. lNoBblleHne akTuB-
Hoctu LL® 6bino BoiABNeHO y 27,3% (3/11) 1 9,1% (1/11) peteli Ha MOMEHT NEPBUYHOIO U
nocnepHero obcnefoBaHNA COOTBETCTBEHHO, pP=0,58, Z-score LD cTtaTncTMyeckun 3Hauu-
MO CHU3MNCA B ANHaMuKe HabnoaeHus: —0,05 [MKP: -1,29; 1,371 npotus -1,5 [MKP: -3,05;
-1,26], p=0,021. YpoBHu 25(0H)[ n 1,25(OH)2,£|, nccnegosanucb y 10 n3 12 geten (83,3%),
NOBbILIEHUA JaHHbIX MeTabONNTOB BrTaMuHa [] He 6b110 3adUKCMPOBAHO HU Y OQHOTO 13
nauueHToB. MeaynnapHbIi HebpoKanbLUHO3 2-3-1 cTeneHun BbiIABAANCA nNpn Y3U nouek
y 91,7% (11/12) peten c 2. Yponutnas nmen mecto y 16,7% (2/12) naymeHtos c 2.

CHmxeHne pCKO <60 mn/muH/1,73 M? 6bIno BbifiBneHo B 33,3% (4/12) cnyyaeB Ha
MOMEHT BK/IOUEHNA B UCCNejoBaHMe U He Habnganocb HU Yy OAHOro M3 NauMeHToB B
OnHamunKe HabnogeHna (0/11), p=0,09; meanaHa pCKO Ha MOMEHT NePBUYHOIO 1 Nocnea-
Hero nccnepoBaHna coctasuna 71,9 [UKP: 59,5; 76,6] mn/mnH/1,73 m? npotus 74,0 [UKP:

1,48
1,46
1,44
1,42
1,40
1,38
1,36
1,34
1,32
1,30
1,28
1,26
1,24
1,22
-20 0 20 40 60 80 100 120 140 160 180
BospacT, mec.

R=-0,88, p<0,05

Ca VIOHV3MPOBaHHbI, MMOSb/N

Puc. 2. KoppensaunoHHas cBA3b MeXAy YPOBHEM Ka/ibLiueM KpOBU 1 BO3pacToM AieTei

C navonaTnyeckoil NHGaHTUbHOI rMNepKanbyuemMmnen, Tun 2

Fig. 2. Correlation between serum calcium level and age of children with idiopathic infantile
hypercalcemia, type 2
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69,5; 84,01 mn/mnH/1,73 m? cootBeTcTBEHHO, p=0,23. B rpynne geten ¢ U2 yctaHoBneHa
cunbHaa obpaTHasa KoppenAuMOoHHasA CBA3b MeXy YPOBHEM KanbLUA KPOBU U BO3pac-
TOM NaLMeHTOB Ha Nepuop nepBrUHoro obcnegoBaHma (Ca%t R=-0,88, p<0,05; Ca obwuin
R=-0,68, p<0,05) (puc. 2).

B uccnepgyemoin koropTte nauveHTOB MO pe3ynbTaTaM MOJIEKYNAPHO-TeHeTUYEeCKOro
o6cnenoBaHnsA 6b1IM BbIABMIEHbI Pa3/INUHbIE YHUKaNbHble BapraHTbl B reHe SLC34A1: muc-
CEHC-BapuaHTbl (N=5), geneunn-uHCepLmMmn Co CABUIOM PaMKK cunTbiBaHua (n=1), pene-
Unmn-nHcepunn 6e3 caBura paMKky CUnTbIBaHUA (n=4), HOHCEHC-BapuMaHTbl (N=1) N CUHOHK-
MUWYHbBIN BapuaHT (n=1), BapmaHTbl cnnarcuHra (n=2). Hanbonee yactoim SLC34A1 BapmaH-
TOoM 6bIn €.271_291del (p.91_97del), KoTopbi BcTpeyvanca y 50% (n=6) naymMeHTOB B KOM-
nayHZA-reTepo3nroTHOM COCTOAHWM C APpYrMmMn BapuaHTamu. apeHTudnumpoBaHbl paHee
He ONMCaHHble BapMaHTbl C HEN3BECTHBIM KIIMHMYECKUM 3HaueHnem: ¢.1438_1440delTTC
(p.Phe480del), c.(?_1175-45)_(1291+26_7)del, c.1016T>C (p.lle339Thr) (tabn. 2).

Ta6bnuua 2
PesynbTaTbl MONIEKYIAPHO-TEHETMYECKOro nccnepoBanna y aeten ¢ MAr2 (n=12)
Table 2
Findings of molecular genetic testing in children with IIH2 (n=12)
o
N BapuaHnT BapuaHnT DK30H/
naym- FeHoTMn MaToreHHOCTb
(kAHK) (6enok) VIHTPOH
€HTa
1 c.899G>A p.Ser300Asn 8 fomo3urota VUS
R BepoaTHo-
, ¢.820_825delinsCC p.Phe274ProfsTer11 |7 KomnayHg- NaToOreHHbIN
reteposunrota .
c.271_291del p.Vo1_A97del 4 MaToreHHblN
3 c.464T>C p.Leu155Pro 5 KomnayHa- MaToreHHbIN
€.1438_1440delTTC p.Phe480del 13 reteposurota | vUS
4 c.1614G>A p.Trp538Ter 13 KomnayHa- MaToreHHbIN
c.271_291del p.V91_A97del 4 rereposurora MaToreHHbIN
5 c.1449G>A p.Ser483Ser 13 KomnayHa- MaToreHHbIN
€.272_292del p.V91_A97del 4 reteposurota MaToreHHbIN
BepoAaTHo-
6 c.1449G>A p.Ser483Ser 13 KomnayHg- NaToreHHbIl
reteposurota
c.(?_1175-45)_(1291+26_?del | p.(?) " VUS
. €.388+2T>C p.(7) 4 KomnayHpa- MaToreHHbIN
c.1449G>A p.Ser483Ser 13 reTeposnroTa | MatoreHHbIN
8 c.398C>T p.Ala133Val 4 fomo3urota MaToreHHbIN
9 c458G>T p.Gly153Val 5 KomnayHg- MaToreHHbI
c.272_292del p.V91_A97del 4 reteposunroTa | MaTtoreHHbln
10 c.1006-1G>A p.(7) 9 KomnayHp- MaToreHHbIn
c.1016T>C p.l1e339Thr 10 reteposurota | vus
BepoAaTHo-
" .1449G>A p.Ser483Ser 13 KomnayHg- MaTOreHHbIN
reteposurota -
c.271_291del p.V91_A97del 4 MaToreHHbIN
BepoatHo-
12 c.460_480dup pIIe1 54_Val1 60dup 5 KOMI'IayH,Cl' aToreHHbIi
reteposurota -
c.272_292del p.V91_A97del 4 [MaToreHHbIN
I'Ipmmeanme:VUS — BapuaHT C HeN3BeCTHbIM KNIMHNYECKMM 3Ha4YeHneM.
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Ta6bnuua 3
KnuHunueckan xapaktepuctuka getein ¢ U2 B 3aBUCMMOCTY OT Hanuuumsa BapuaHnTa p.V91_A97del
BreHe SLC34A1
Table 3
Clinical characteristics of children with IIH2 depending on the presence of variant p.V91_A97del in the
gene SLC34A1
MauuneHTb! MaumneHTbl
MNMokasaTenb c BapuaHTom p.V91_A97del | 6e3 BapuaHnTa p.V91_A97del |p
B reHe SLC34A1 (n=6) B reHe SLC34A1 (n=6)
Bospacr, mec. 15,5(10,0; 19,0) 40,5 (13,0; 63,0) 0,48
Mon,m:p 3:3 4:2 1,0
Ca?" B KpOBU, MMOb/N 1,33(1,28; 1,36) 1,32(1,25; 1,36) 0,79
Ca o6LwWuin B KPOBY, MMOSb/N 2,49 (2,45; 2,64) 2,58 (2,55; 2,69) 0,53
P KpoBu, n (%) 2/6 (33,3%) 1/5 (20%) 1,0
MNTl B KpoBwY, Nr/mn 15,5(7,0; 18,4) 24,6 (8,6;40,8) 0,42
pCKD*, mn/MnH/1,73 m? 69,3 (60,2; 77,3) 72,9 (45,8;75,9) 1,0
pCKO**, mn/mnH/1,73 m? 78,7 (73,9; 85,4) 71,8 (69,5; 74,1) 0,17
LKP®, n (%) 4/5 (80%) 2/5 (40%) 0,52
HK 2-3-i1 cteneHu, n (%) 5/6 (83,3%) 6/6 (100%) 1,0

MpuMeyaHua: B Tabnuue nNpeAcTaBneHbl 3HaYEHUA MeAraH NPUBEAEHHbIX NoKasaTene 1 MHTEPKBaPTUIbHbIA pasmax (MKP)
(25-71 1 75-n nepueHTUnm); * pCKO Ha MOMEeHT nepBuUYHOro obcnenoBaHus; ** pCKO Ha MOMEHT nocneaHero obcnefoBaHus;
MTr - napatropmoH; pCK® - pacuyeTHas ckopocTb Kiyb6oukoson ¢unbTpaumm; KPO — KaHanbLeBas peabcopbuma pocpatos;
HK - HedpokanbLmHO3.

Mownck reHoTUN-GeHOTUNNYECKUX acCOLMaLA MPOBOAWICA MeXAy NaluneHTamu C Ba-
puaHTom c.271_291del (p.91_97del) (n=6, Bce B KOMNayHA-reTepo3rroTHOM COCTOAHMWM) 1
6e3 gaHHoro BapmaHTa (n=6). [pynnbl 6611 CONOCTaBMMbI NO BO3PaCTy 1 Nony. YpoBeHb
kanbuwus, MTI KpoBYW, YacToTa BbiABNEHMA rMnodochaTeMmm B COUETAHUN CO CHUPKEHNEM
TMPO/pCKO, runepkanbunypum, ypoeHb pCKO 1 yacToTa BbiABNEHMA MefynnsapHOro
HedpoKanbLUMHO3a 2—3-i cTeneHn GbIN CONOCTaBUMbI B UCCiefyemMblx rpynnax (tabn. 3).

B OBCYXIAEHWE

HacTtoslee nccnepoBaHve BnepBble AeMOHCTPUPYET pe3ynbTaThl KIMHUKO-nabopa-
TOPHOW 1 FeHETUYECKOW XapaKTEPUCTUKI, a TakXKe pe3ynbTaTbl AMHAMUYECKOTro Habnio-
[eHNA 3a POCCUNCKOWN KoropTon faetein ¢ AT2.

MepBble KNMHMYeckne npossneHns NAM2 He cneunduyHbl U NOABNAIOTCA B NepBble
MeCALbl XN3HW NaLMEHTOB, YTO MOATBEPXKAAETCA pe3yfbTaTaMi HACTOALEro uccnemo-
BaHMA — CHWXKEHME anneTuTa, HeloCcTaTouyHas npubaBKa Macchbl Tena, 3afiepKa pocTa
umenun mecto y Tpetun geten ¢ U2 s sBospacte 1,5 [MKP: 1,0; 13,5] mecaua, a Takxe pe-
3ynbratamm nccnepgoBaHunin Schlingmann K.P. ¢ coasr. [2] n Brunkhorst M. c coasr. [7], roe
y HocuTenen 6rannenbHbix BapraHToB SLC34A1 Ha NepBOM rofly *M3Hu BefyLMMUN K-
HUYECKMMU NPOABIEHNAMU ObINN NONNYPUA, 3afiepKKa POCTa, PBOTa U 3aMopbl, KOTOPbIE,
BEPOATHO, ObINN CBA3aHbI C FrNepKanbLnemMmnen.

MpeBanvpyoWmUMK KNMHUKO-nabopaTopHbiMU NpoasnieHnamn MU y obcnenosaH-
HOW HamWu rpynmnbl NaLMeHTOB ABNANCH ABYCTOPOHHNIA MeaynnApPHbIA HedpoKanbLUHO3
2-3-n cTeneHu, rMnepkanbLmeMns, rmnepKanbLnypusa, HU3KNn yposeHo MTI B KpoBsw.
MonyuyeHHble pe3ynbTaTbl NCCIIEAOBAHNA COOTHOCATCA C pe3ynbTaTaMy UCCNefoBaHUN
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Schlingmann K.P. c coaBt. [2] n Brunkhorst M. c coaBT. [7], B KOTOpbIX y BCEX NaLNEHTOB
(100%) c T2 BbisBNANCA MeaynnApPHbIA HedpOoKanbLMHO3, PY STOM rnepKanbumemms
umena mecto y 87,5% nauueHtoB B nccnegosaHmm Schlingmann K.P. ¢ coaBrT. [2] n Tonbko
y TpeTn nauueHToB B nccnegosarHun Brunkhorst M. c coaBsT. [7], 4TO, BO3MOXHO, nmeeT
BO3PAaCTHYIO B3aMMOCBA3b.

Pe3ynbratbl NpeAcTaBNeHHOro HaMu UCCNefoBaHUA MOATBEPXKAAOT Hanuune B3au-
MOCBA3U MeXAy CTeNeHbIO BbIPaXXeHHOCTM 1 YacTOTOM BbIAABNEHNA rmnepKanbLymemMmm n
Bo3pacTom feTel ¢ UIM2: nonyyeHa CTaTUCTMYECKN 3HaUMMan cuiibHaa obpaTHas Koppe-
NAUMOHHAA CBA3b MeXKAY YPOBHEM KaslbLMA KPOBY Y BO3PACTOM NaLMEHTOB, a TakXe TeH-
[OEHLMA K CHUXKEHWIO YacTOTbl BbIABIEHNA rMnepKanbLunemmnn B JuHaMuke HabnogeHus.
AHanoruyHble pe3ynbTaTbl HaMYKA 06PaTHON 3aBUCMMOCTM MeXAY BO3PacTOM NaLuneH-
TOB 1 CTEMEHbIO BbIPAXXEHHOCTYW runepKanbumeMmmmn 6oinun nonyyerbl Schlingmann K.P. c
coaBT. [2] npu obcneposaHun geteit ¢ MM n Gurevich E. ¢ coasr. [27] npu obcnenosaHnm
reTeporeHHoN rpynnbl AeTemn C rmnepKanbLnemmein.

Pe3ynbratbl AaHHOrO MccnefoBaHUA AEMOHCTPUPYIOT, YTO HM3KMI ypoBeHb [Tl B
KPOBM B paHHEM BO3pacTe ABAAETCA YacTbiM npoasneHnem VNIM2 B poccninckon koropre
netei. B auHammke HabnogeHus y 60nbluMHCTBaA NaumeHToB ypoBeHb [T B KpoBU COOT-
BeTcTBOBan pedepeHCHbIM 3HaYeHUAM, a MeguaHa yposHs MNTI B KpoBu 6bina cTaTnCTU-
YecKM 3HaUMMO BbiLLE, YeM NpU NepBUYHOM obcnegoBaHUN. PaHee NnpoBedeHHbIe nccre-
noBaHuA Schlingmann K.P. ¢ coasr. [2] n Brunkhorst M. c coaBT. [7] Takxe fEMOHCTPUPYIOT
BbICOKYIO YaCTOTY BbIAB/IEHNA CHUXXeHHOro YpoBHA INTI B KpOBM B paHHEM AeTCKOM BO3-
pacTe C yMeHblUeHMeM JaHHOro NoKa3aTens B JMHamMuKe HabnogeHus 3a naumMeHTamum ¢
Nnra.

lwnepkanbuunypua y geten c A2, no pesynsrtatam NpoBeAeHHOro Hamn NccnegoBa-
HuA, bblna 3aperncTpupoBaHa B 58,3% cnyyaeB, YTO CONOCTaBMIMO C YaCTOTOM BbiABIEHNA
runepkanbunypun B nccnegosanuax Schlingmann K.P. ¢ coasr. [2] n Brunkhorst M. c co-
aBT. [7], koTopas nmena mecto y 75 1 46,7% nauneHTOB B KaXKAOM M3 NCCIefoBaHWI COOT-
BETCTBEHHO. B fuHamuKe HabnogeHnA oTMeueHa TEHAEHLUMA K CHUPKEHWIO YaCTOTbI BblsiB-
NeHnA runepKanbLUMypun Kak no pesynbTataM HacToALlero nccnegosanusa (58,3 npotus
27,3%, p=0,18), Tak 1 no pe3synbTatam Brunkhorst M. ¢ coaBT. [7], rae YacToTa BbliBNeHUsA
runepkanbLuypun npu nocnegHem obcnefoBaHum coctasnana 30 npoTtus 46,7% Ha Mo-
MEHT NepBMYHOro obcnefoBaHus.

Y nauyuentoB ¢ M2 HapyweHne romeocTasa KanbLma ABHO NpeobnafaeT Haj nep-
BMYHbIM JedekToM MeTabonmsma docdatoB, 0OYCNIOBNEHHOTO HapylleHnem QGyHKLMK
NaPi-lla. Mo pe3ynbTatam HacToALWEro NCCNefOBaHNA, TaK Xe Kak 1 Mo AaHHbIM ApYrux
nccneposaHui [2, 71, runodocdatemus B coueTaHnn co cHuxeHnem TMPO/pCKO 6e3 npu-
3HaKoB paxuTa nmeet mecTo y 20-25% naumeHtos ¢ UM npu nepsrnyHom obcneposa-
HUW CO CHMXKEHMEM YaCTOTbl BbIAIBNEHMA B AUHAMUKe HabnogeHus.

MoBbiweHne aktueHocTh LM no pesynbratam NpoBefeHHOro MccneaoBaHUa 6b110
BbISIBNIEHO UYyTb MeHee YeM y TpeTu feTell Ha MOMEHT nepBuUYHOro obcnenoBaHna 6e3
B3aUMOCBA3M C ypoBHeM docdopa KpoBM 1 Hannumem ABIEHU paxmTa. B fuHamuke Ha-
6niofeHna 6e3 HasHauyeHUA Kakon-nnbo Tepanuu z-score U@ ctaTcTMyeckn 3HaunMmo
CHU3MJICA, UTO B MOJSIHON Mepe COOTHOCMTCA C pe3ynbTatamu Brunkhorst M. c coasrT. [7],
KOTOpble MPOAEMOHCTPUPOBANY aHaNnorMyHoe CHuXKeHune z-score LL®.

OCHOBHbIM OrpaHU4eHnemM JaHHOro NCCNefoBaHNA ABUNOCH OTCYTCTBME BO3MOXKHO-
cTn onpegeneHna OQPD23, KOTOPbIN, NO pe3ynbTaTam SKCrepUMEHTabHbIX NCCNeoBaHN
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Ha XMBOTHbIX, HaNPAMYI0 3aBUCUT OT ypoBHA docdhopa B KpoBM [6]. ITa B3aMOCBA3b Ha-
6ntofanach 1 B UCCNIeOBAHUAX Ha NTIOAAX, XOTA M C HEOAHO3HaYHbIMU pe3ynbTatamu [28]. Y
naumeHToB ¢ myTaumamm B SLC34A1 runodpocdaTtemusn, Bcneactame CHMKeHMA peabcopb-
unm docdaTos, cHUKaeT BbipaboTky PPD23, uto MMeeT AnarHOCTUYECKOe 3HaueHre Npu
COCTOAHUAX, CBA3AHHbIX C HapyLleHnem Kanbumin-docdopHoro obmeHa. B nccnegosanHmnm
Schlingmann KP. c coaBT. [2] ypoBeHb ®PD23 onpepenanca y NonoBrHbl 06CefoBaHHbIX
nauveHTOB Ha MOMEHT HOpManu3auuy nokasaTenei Kanbuma n dochopa Kposu 1 Obin
B npepenax pedpepeHCHbIX 3HaUYeHWI, YTO He NO3BONAET AeNaTb Kakne-nmbo BbiBodbl 06
YPOBHe JaHHOrO NOoKa3aTesiA 1 ero NaToreHeTUYeCKoN PO Ha MOMEHT aKTUBHBbIX KNMHW-
K0-nabopaTopHbIX NpoABNeHUn 3aboneBaHms.

Mo pe3ynbTaTam HacTOALEro MCCNefoBaHUA YPONUTUA3 UMen mecTto y 16,7% feten
¢ N2, uto conocTaBNMO C YaCTOTOW BbIABIIEHUA yPONUTMasa y NauMeHToB ¢ buannenb-
HbIMK BapuaHTamu B reHe SLC34A1 B uccnegosaHum Brunkhorst M. ¢ coasr. (10% (2/20))
[7]. Mpw 3TOM y HOCUTENEWN reTepo3nroTHbIX BapnaHToB B reHe SLC34A1 yponutras BbisiB-
NANCA 3HaUUTeNbHO Yalle 1 gocturan 30% Ha MOMeHT noceaHero obcnefoBaHuA [7], uto
COOTHOCUTCA C TUMOTE301 O TOM, YTO reTepPO3NroTHOE HOCUTENbCTBO BapraHToB SLC34A1,
no-smanMoMmy, npeacTtasnaeT coboi NpeapacnoNioXeHHOCTb K Pa3BUTUIO YPONNTUA3a, a
peanusauma nNpeapacrnonoXeHHOCTN TpebyeT AONONHUTENbHbIX FEHETUYECKNX 1 3Mure-
HeTnyecknx GakTopoB. B HECKONbKNX nccnegoBaHUAX NO NOTHOTEHOMHOMY MOWCKY ac-
coumaumin (GWAS) SLC34A1 6bin NpepsioXeH B KayecTBe OJHOIO M3 FreHOB-KaHANAATOB,
CBA3aHHbIX C yponutmasom [29, 30]. B HacTosALee BpemMsa OTCYTCTBYET YeTKOe NOHMaHne
NPUYnH 6051ee BbICOKOW YacTOTbl BbIABNEHWA YPONUTMNA3a y HocuTene MOHoan enbHbIX
BapraHToB B reHe SLC34A1 no cpaBHEHMIO C HOCUTENAMM 6uannenbHbIX BapUaHTOB.

Mo HakonneHHbIM K HacToALEMY MOMEHTY AaHHbIM, VA2 He oTHOCUTCA K 3abone-
BaHMAM C NPOrpeccrpyoWnm CHXKeHnemM GunbTpauoHHOW GYHKLUMM MoYeK, YTo noj-
TBEpXKJaeTca pesynbratamu nccnegosanmsa Brunkhorst M. ¢ coaBr. [7], a Takke pe3ynb-
TaTaMW HaCTOALLEero UccnefoBaHusA, NPOAEMOHCTPMpPOBaBLLero nosbiweHne pCKO B gu-
Hamuke HabnogeHmA. OgHaKO yuMTbiBas HEMHOTOUYMCIIEHHOCTb NCCIeOBaHNIA, a TakXe
HenpoLoMKNTENbHBIN Nepuos HabnogeHwA 3a nauneHTamm ¢ U2, BoiBoabl 0 Temnax
nporpeccrpoBaHnsa 3aboneBaHmnsA eLle TONbKO NPefcTouT caenatb.

AHanus pe3ynbTaToB MOJIEKYNAPHO-TEHETUYECKMX UCCIef0BaHMI NOKa3ar, YTo B UC-
cnepyemol Hamu KoropTe poccuickux geteit ¢ MM Hanbonee yacto BbIABNAEMbIM Ba-
praHToM B reHe SLC34A1 asunca ¢.271_291del (p.91_97del), koTopbiii paHee 6b11 onncaH
KaK MaToreHHbIV, NpUBOAAWNIA K Aeneunn 7 aMMHOKUCIOT 6e3 caBura pamkmy CUMTbIBa-
HUA. [laHHbIA BapuaHT HYKNeOoTUAHOW MOoCnefoBaTeNbHOCTM 3aperncTpupoBaH B KOH-
TponbHoM Bbibopke gnomAD c vactoton 1,7% B obuweir nonynauuu n 2,7% 8 GuHCKoN
nonynauun. B nccneposannm Schlingmann K.P. ¢ coasr. [2] coobwanock o 3 n3 16 naunex-
TOB C BapuaHToM p.91_97del B reHe SLC34A1 B KOMNayHA-reTepPO3NroTHOM COCTOAHUN C
NONHbIM cumnToMmoKkomnnekcom N2, a pesynbtaThl GyHKLMOHANbHOMO aHanm3a cauge-
TeNnbCcTBOBaNU o HapyleHun oyHkumm NaPi-lla.

[lo HacToALlero BpemeHn OTCYTCTBYIOT NUTepaTypHble JaHHble O HaluYMn FreHoTUM-
deHoTMNNUeckmx accoumauun y naumeHTos ¢ MINIM2. B xope npeactaBneHHOro nuccnefosa-
HUA NPOBOAUSIOCH conocTaBfieHne peHOoTMMNOB nauneHToB ¢ M2 ¢ SLC34A1 reHoTUNOM
p.91_97del B reTepo3nrotHoM coctoAHUM 1 6e3 Hero. OTCyTCTBUE Pa3NUYMI B YPOBHE
kanbuua n NTI B KpoBYK, YacToTe BbiABNEHNA runodochaTeMun B COUETaHUN CO CHUMKEHU-
em TMPQO/pCKO, runepkanbunypuu, MegynnsapHoro HeppokanbLHO3a, a TakXKe YPOBHA
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pCKO cBupeTenbCTBYeT O TOM, YTO Hanmuve BapuaHTta p.91_97del B komnayHpa-retepo-
3UrOTHOM COCTOAHMM C APYTMMW NATOreHHbIMW/BEPOATHO-NATOreHHbIMW BapnaHTaMu He
cmaryaet eHotun N2, kak 3710 6bIN0 onrcaHo Y NaumeHToB ¢ BapvaHToM p.91_97del B
rOMO3UrOTHOM COCTOAHMM [2].

B 3AKJTIOMEHUE

MNpepcTaBneHHble fJaHHble ABNAOTCA pe3ynbTaTaMu nepeoro B Poccnn nccnepgosaHua
MO M3YUYEHMIO KIUHNKO-TEHETUYECKNX XapaKTEPUCTUK, @ TaKkKe NMOUCKY reHoTUN-peHoTU-
nnuyecknx accoumnaummy geten c UAI2.

CTeneHb BbIPaXeHHOCTW M 4YacToTa BbIAABIEHUA OCHOBHbIX KIIMHWKO-N1abopaTopHbIX
npoasneHun MM cHukatotca ¢ BO3pacToM NauMeHToB, YTO HEOOXOAMMO YyunTbIBaTb B
anddepeHLManbHO-ANarHOCTUYECKOM MOoUCKe Y fieTell ¢ HedpoKanbLMHO30M/yponuTu-
a3’oMm ¥ HapyuleHvem Kanbuuin/docdopHoro obmeHa. MauneHTtsl ¢ U2 He gemoHCTpm-
PYIOT NPOrpeccupyoLero CHMKEHNA GUNbTPaLMOHHON GYHKLMM MOoYeK B KPaTKOCPOY-
HOW MepcrneKkTMBe, JONTOCPOYHbIE MPOrHO3bl TPEOYIOT ANUTENbHBIX KaTaMHEeCTUYECKMX
HabniopgeHun. Poccuiickaa KoropTa naumeHToB ¢ U2 umeeT «ropauyto TOUKy» B reHe
SLC34A1 (c.271_291del (p.91_97del)). Hannume SLC34A1 BapuaHTa p.91_97del B komna-
YHA-TETEePO3MIOTHOM COCTOAHUWN C APYTUMK NaTOreHHbIMU/BEPOATHO-NATOreHHbIMU Ba-
praHTamu He oKa3blBaeT BNMAHKA Ha eHoTmn UNT2.

lNoBblLWeHWe 0CBeOMIIEHHOCTY O BO3pacTHbIX ocobeHHocTAX TeueHma NNTM2, a Takxe
NMOHVMaHWe, YTO HapyLUeHMe romeocTasa KabLuma MoXKeT npeobnafaTb Hag NepBUYHbIM
nedektom metabonusma docdartos, 6yayT cnoco6CTBOBATL YBENNUYEHNIO KINHUYECKOW
HaCTOPOMXEHHOCTN CNeLnancToB B OTHOLEHUN JaHHOW NaToNorMn y naunMeHToB C M-
nepkanbLnemMmuen, rmnepkanbunypuen, HebpokanbLmHo3om/yponutnasom. Monekynsap-
HO-TeHeTMYecKoe 1ccnefoBaHne BapuaHToB B reHe SLC34AT1 HanpaBfieHO Ha paHHIoK
BepudurKaumio 3aboneBaHnaA C Lenbio onpefesieHna TakTUKN BeleHNA nauneHTos. Tpe-
OytoTCA JanbHellmne KOropTHble uccnenoBaHua nauyneHTos ¢ M2, kotopble no3sonAat
N3YUnUTb JONFOCPOYHbIN NPOrHO3 1 3ddeKTUBHOCTL Tepanuu npenapaTtamu ¢ocdhopa.
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Pesiome

BBepeHme. BopoHkoobpa3Has gedopmauus rpyaHon knetkn (BArK) — Hambonee yacto
BCTpeyaemasn cpefu Bcex gedopmauun rpyaHon Knetkm. CornacHoO COBpeMeHHbIM Teo-
puam, gaHHoe 3aboneBaHne NpeacTaBaAeT cobON NPOABEHNE CUHLPOMOB AWCMNA3MM
COefVMHUTENIbHOW TKaHW, 06YCNOBNEHHbIX HAPYLUEHNEM CUHTE3a TKaHU Ha FeHeTUYECKOM
YpOBHe. Bpox<aeHHble 1 HaceACTBEHHble aHOManuy COeAUHNTENbHONM TKaHN CTaHOBATCA
OCHOBOW Pa3BUTMA MHOTVX MAaTONOMMYeCKNX COCTOAHWI y AeTell N OKa3biBaloT OTpumLa-
TeNbHOe BAMAHME Ha TeyeHWe 3aboneBaHnA. AHanM3 3aBUCUMOCTUN Pas3fINYHbIX MPU3Ha-
KOB HegndPepeHLMPOBaHHOW ANCNIA3UN COeANHUTENbHON TKaHN OT TAXeCTn gedopma-
LMW FPYAHON KNETKM MO3BOJAET OLEHUBATb NporpeccrpoBaHmne 3abonesaHnsa 1 BbIGU-
paTb ONTUManbHble CPOKM AN ONepaTUBHOIO NeYeHns.

Lienb. [poaHanu3npoBaTtb 3aBUCMMOCTb cTeneHy BAMK ot peHoTMNMYecknx 1 BrUCLepanb-
HbIX MapKepoB HegndpdepeHLMPOoBaHHON ANCMNA3UN COeAVHUTENbHON TKaHW Y AeTe.
Marepuanbi n metogbl. B nccnegoBaHue BknoyeHbl 82 nauyieHTa C yCTaHOBNEHHbIM Auna-
rHO30M «BOpPOHKOObpa3Haa aedopmauua rpyaHon knetku I, Il u lll cteneHn», npoxoaus-
WKx obcnefgoBaHMe 1 onepaTMBHOE JleyeHre Ha H6a3e TpaBMaTosIoro-opToneanyYecKoro
otgeneHna ¥3 «flomenbckas obnactHasa geTckas KnnHuyeckasa 6onbHuuar. ObcnepoBaHne
BK/oYano cbop anob, aHaMHe3a, KIMHNYECKUA OCMOTP, UHCTPYMEHTaNbHble MeToAbl
nccnepoBaHus.

Pesynbratbl. Y nauymentos ¢ BAIK otmeuaeTca npamas 3ameTHas, CTaTUCTUYECKN 3Ha-
yMas B3aMMOCBA3b cTeneHn gepopmauv rpyaHON KNeTKn 1 TaxkecTn HeguddepeHun-
poBaHHOW aucnnasnu coepgnHuTenbHon Tkanm (HOCT) (r=0,582, p=0,000). AHanu3unpysn
deHoTMNNUEeCKMe NpusHaKku, onpegenswme creneHb Taxectn HACT, BbiABNEHO, UTO Yy
nauwveHToB c lll ctenexbio BATK gocToBepHO Yalle, Yem y NaumeHToB ¢ | cTeneHbto, 6binim
BbiABJIEHbl Takne KOCTHO-CYCTaBHble M3MEHEeHUs, Kak ckonnos/kudos (66,7% vs 35,0%,
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¥*=4,38, p=0,037), nnockoctonue (45,8% vs 15,0%, x>=4,78, p=0,029), runepmobunbHOCTb
cyctaBoB (20,8% vs 0%, x>=4,31, p=0,038). Cpean BMCLEepanbHbIX NPOABNEHUN Y AeTel
¢ BATK nngnposanu: manble aHoManuu passBuTnA cepgua (Mponanc MuUTpanbHOro Kna-
naHa (MMK) | n Il cteneHn (28,0%), gononHUTENbHblE XOPAbl NEBOro »enygaouka (AXJTXK)
(59,8%)), mnonua (7,3%), HedponTo3 (4,9%). C yBenuueHnem cteneHn gedopmauum ya-
CTOTa BbIABNEHNA BUCLEepaNbHbIX Npu3HakoB HOCT goctoBepHO pocna: Npu CpaBHEHNUN
YacToTbl BCTpeyaeMocTu BHYTpeHHUX Mapkepos HACT y naumeHTos ¢ lll cteneHbio BAMNK
C naumeHTamu c | cTeneHbio OTMeYaeTca yBennyeHme JMarHoCcTMpoBaHHbIX MaJibiX aHOMa-
nui passuTtna cepaua: NMMK (50,0% vs 10,0%, x?>=8,04, p=0,005) n OAXJTK (79,2% vs 35,0%,
¥x*=8,8, p=0,004).

3aknoueHune. BoipaxxeHHOCTb BOPOHKOO6pasHol fgedopmauum rpyaHon KNneTkn nmeet
NPAMYI0 KOPPENALMOHHYI0 CBA3b C TAXeCTblo HeanddepeHUMPOoBaHHON ANCMNa3NmM COo-
eAVHNTENIbHON TKaHW, YeM 6osblue GeHOTUNUYECKUX 1 MOPPONOrMYeckx NPU3HaKkos,
onpepenaoLWumx cteneHb Taxectn HACT, Tem Bbilwe cTeneHb gedopmauv rpyaHon Knet-
Kn. OnpepeneHnie GeHOTUMMYECKNX NPOABNEHUA ANCMNA3UM COEAVHUTENBHON TKaHW Y
nauneHToB ¢ BATK moxeT cnykmTb 0gHMM 13 BO3MOXKHbIX KpUTepreB NpOorHO3npoBaHuA
CKOPOCTU nporpeccnpoBaHna gepopmauunmn 1 NCnonb3oBaTbca Ans Bbibopa onTMManb-
HbIX CPOKOB OMepaTMBHOrO BMeLlaTeNbCTBa.

KnioueBble cnoBa: BOpOHKOO6pa3sHaa gedpopmaumsa rpyaHon Knetku, aetu, Hegudde-
pPeHUMpOBaHHAA AUCNIA3MA COeANHNTENbHOW TKaHW, MPU3HAKN, ANarHoCTnKa
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Abstract

Introduction. Funnel chest deformity (FCD) is the most common of all chest deformities.
According to modern theories, this disease is a manifestation of connective tissue
dysplasia syndromes caused by impaired tissue synthesis at the genetic level. Congenital
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and hereditary abnormalities of connective tissue are the basis for many pathological
conditions in children and have a negative impact on the course of the disease. Analyzing
the dependence of various signs of undifferentiated connective tissue dysplasia on the
severity of chest deformity allows assessing the disease progression and selecting the
optimal timing for surgical treatment.

Purpose. To analyze the dependence of the degree of FCD on phenotypic and visceral
markers of undifferentiated connective tissue dysplasia in children.

Materials and methods. The study included 82 patients with the established diagnosis
"Funnel chest deformity of |, Il and Ill degrees', who underwent examination and surgical
treatment at the traumatology and orthopedic department of the Gomel Regional
Children’s Clinical Hospital. The examination included collection of complaints, case
history, clinical examination, and instrumental diagnostic methods.

Results. In patients with FCD, a direct, noticeable, statistically significant correlation
between the degree of chest deformity and the severity of undifferentiated connective
tissue dysplasia (UCTD) (r=0,582, p=0,000) was revealed. When analyzing phenotypic
features that determine the severity of UCTD, it was found that in patients with grade IlI
FCD, the following bone and joint changes were detected significantly more often than in
those with grade I: scoliosis/kyphosis (66.7% vs. 35.0%, x*=4.38, p=0.037), flat feet (45.8%
vs. 15.0%, x*>=4.78, p=0.029), and joint hypermobility (20.8% vs. 0%, x*=4.31, p=0.038).
Among the visceral manifestations in children with FCD, the following prevailed: minor
anomalies in cardiac development (mitral valve prolapse (MVP) of grades | and Il (28.0%),
additional left ventricular chords (ALC) (59.8%)), myopia (7.3%), and nephroptosis (4.9%).
With an increase in the degree of deformation, the frequency of detection of visceral signs
of UCTD significantly increased: comparing the frequencies of internal UCTD markers in
patients with grade lll FCD with those in grade | patients, an increase in diagnosed minor
anomalies of cardiac development is observed: MVP (50.0% vs. 10.0%, x*=8.04, p=0.005)
and ALC (79.2% vs. 35.0%, x*>=8.8, p=0.004).

Conclusion. The severity of funnel chest deformity has a direct correlation with the
severity of undifferentiated connective tissue dysplasia (UCTD): the more is the number
of phenotypic and morphological features determining UCTD severity, the higher is the
degree of chest deformity. Determining phenotypic manifestations of connective tissue
dysplasia in patients with FCD can serve as one of the possible criteria for predicting the
rate of deformity progression and may be used to select the optimal timing of surgical
intervention.

Keywords: funnel chest deformity, children, undifferentiated connective tissue dysplasia,
signs, diagnostics

B BBEAEHWE

BopoHkoobpa3zHasa gepopmauusa rpygHon knetku (BAMK) xapaktepusyeTcs 3anageHu-
€M FPYAUHBI 1 NepeaHrX OTAENOB pebep, yMeHbLIEeHNEM 0ObeMa FPyAHON KNeTKK, CMe-
LWEHEM N aHOMANNAMUN Pa3BUTUA CepALa, COCYANCTOro nyyka u nerkux. BArK asnaerca
Haubosee pacnpPOCTPaHEHHOW BPOXKAEHHOW AedopMaLnenn rpyLHON KNeTKM C YaCcTOTON
1/400 HoBOpOXAeHHbIX (0,25%) [1]. OgHAKO UCTUHHAA 3a60NeBAaEMOCTb U PACNpPoCTpa-
HeHHocTb BAMK noka elye He yCTaHOBJIEHbI Y MOTYT ObITb HAMHOTO BbILLE, YEM OMMCaHHbIE
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B HacTosLlee BpeMs NokasaTenu, NoCKOJIbKY He NPOBOAMIOCh KPYNMHOMACLLTaBHbIX No-
NYNALMOHHBIX MccnenoBaHuini [2]. MyXumHbl cTpagatoT oT 3Toro 3abonesaHuaA B TPU-NATb
pa3 valle, Yyem KeHLWuHbI. MpaAmoli pacoBol NpeapacnonioXeHHOCTN He HabnogaeTca,
xoTa fgedopmaLua yalle onucbiBaeTCA Y eBPONeonaoB, YemM y appoamepukaHLes, natu-
HoamepuKaHLeB 1K a3naTos [3, 4]. B HacTosALlee BpemaA CyLeCcTByeT MHOXECTBO FrnoTe3
1 Teopuii BO3HMKHOBeHWA BAIK: Kak cneacTBume YpeamepHOro pocta rpyanHo-pebepHbIx
XpsAllen, KoTopble onepexatT pocT pebep 1M BBOpauMBaloT rpyanHY BHYTPb FPyAHOW
KNeTKY; KaK pe3ynbTaT BPOXKAEHHbIX aHOManuin gnadparmol; TeOpusa N36bITOYHOTO BHY-
TPUMATOUYHOrO AaBJIeHNA Ha NepeHIol0 rPYAHYI0 CTEHKY Nioda Npu ero HenpasuibHOM
NONOXKeHUN.

leHeTnyeckan npeppacnonoxkeHHOCTb K BAIK, BepoATHO, cywecTByeT, Tak Kak fo 54%
NaumveHTOB NMEIOT NONOXNUTENbHbIN ceMelHbI aHaMHe3 [5, 6]. B 1820 rogy KoyncoH 6bin
nepBblM, KTO NPeanonoXKua pofb reHeTndeckmnx paktopos B passutum BAIK. AHanus re-
Hearornyeckoro gpesa no HacnegoBaHuio aedbopmauum NoKasbiBaeT MHOMKECTBEHHbIE
MOZenun HacNleJoBaHWA B Pa3fIMYHbIX CEMeNHbIX UCCnefoBaHUAX. Takum o6pa3om, AN He-
KOTOPbIX cemel Habnofanocb NPOCToe MeHAENEeBCKOe HacneloBaHKe C ayTOCOMHO-pe-
LleCCBHbIM, LOMUHAHTHBIM C NMOHVIXXEHHOWN NEeHETPaHTHOCTbIO 1 BOBNEUYEHHbIMY FreHamu,
cuenneHHbIMK ¢ X-Xxpomocomoii [7]. Ponb HacnieAcTBEHHOIO GpakTopa NOATBEP)KAAETCA He
TONbKO HaNMumMeMm JaHHOW NaTONOrmn Yy APYruxX YseHOB CeMbU, HO 1 COYeTaHneM conyT-
CTBYIOLMX ANCMNACTUYECKMX NPU3HAKOB: apaxHOJaKTUIMeE, NPonancoM MUTPanbHOro
KnanaHa, gucnnasmen ywHbIX PakoBUH, TMNepP31acTUYHOCTBIO KOXMU.

OpfHaKo 3T1 TEOPUM He NOAYYUN LWMPOKON NOAAEPXKKM 1 Oblnin onNpoBeprHyTbl 6onee
No3gHNMM nccnefoBaHMAMK. KyplumaHH 6bin nepBbiM, KTO coobLymn o cBasu mexay BANK
1 3aboneBaHNAMN coeauHMTENbHON TKaHu [8]. B 1936 rogy oH onrcan cny4yaii BOPOHKO-
06pa3HON rpyAHON KNETKN C COMYTCTBYHOLLEN apaxHOJaKTUINEN 1 SKTONNeN.

Bepyuwias ponb B dopmuposaHum BATK nprHagnexunt gucnnactuyeckomy npoteccy,
06 3TOM CBUAETEeNbCTBYET NOBbILEHHAA SKCKPELNA OKCUMPONNHA — NPOAyKTa pacnaja
konnareHa. CorfacHO MHOroUUCNEeHHbIM nccnegoBaHuam, BANK otHocuTca K Hepgudde-
PEeHLMPOBaHHbIM MOPOKaM Pa3BUTUA COEAUHUTENBbHO TKaHU MyNbTUdaKTOPHON NpUpo-
[bl C NPOrpeAneHTHbIM TeYEHMEM, B OCHOBE KOTOPbIX JieXKaT HapyLUeHNA CMHTe3a, pacna-
a nunu mopdoreHesa KOMMNOHEHTOB BHEKNETOUHOIo MaTPUKCa, BO3HMKaloLWue npu onpe-
[eneHHON reHeTMYecKoW NpefpacnonoKeHHOCTU B nepuofe paHHero smbpuoreHesa
WSV Ha NOCTHATaNbHOM 3Tane nog Bo3fencTameM HebnaronpuATHbIX GakTOPOB BHELLHEN
cpepbl. HenponopuunoHanbHoe pa3pacTaHue pebepHbIX XpALLel, TMcTonaTonornyeckme
N3MEeHEeHVA CofiepKaHnA KosnareHa B pebepHbix XpsALlax 1 aHoManbHoe 3afHee NpuKpe-
nneHve guadparmbl K rpyanHe ABAIOTCA CNOCO6CTBYOWMMN bakTopamu GopMmnpoBaHnA
nedopmaumm [9]. iccnepoBaTenu BbiCKasanu pasfnvyHble MHEHUA OTHOCUTENbHO TEOPUiA
M36bITOYHOrO POCTa M HapyLleHuA pocTa. OfHaKo 3TV runoTesbl He 06sA3aTeNbHO ABNAIOT-
CA B3aVIMOUCKITHOYAIOLLUMW, MOCKOJbKY Kak rmnepnnactMuyeckuin pocT, Tak u metabonuye-
CKMe HapyLleHus, NpusoJALLme K yXyALeHnio GrioMexaHnyecKnx CBOMNCTB, MOTYT UrpaTb
posnb B fedpopmaumm pebepHoro xpsua y naumeHtos ¢ BAIK [10]. CemeiiHbIi aHaMHe3 fie-
dopmauun rpygHoON KneTkn 1 3aboneBaHnii COeiMHUTENbHOW TKaHW, TaKNX Kak CMHAPOM
MapdaHa, y 5% nauneHToB ABNAETCA AOMONHUTENbHLIM GakTOpPOM, MOATBEPKAAIOLLMM
daHHyto runoTesy [11, 12].

CooTHoLWeHNA Mexay TaxecTblo HeanddepeHUMPOBaHHON AUCIAA3NK COefnNHU-
TeNIbHON TKaHW, BblpakeHHOCTbio BAMK m Hanuumem ee pasnuuHbIX BUCLEPaNbHbIX
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1 GeHOTMNUYECKNX NPU3HAKOB Y AieTel n3yyeHbl HegocTaTouHo. OfHaKo aHanms coveTa-
emMocCTn pa3nmyHbix npusHakoB HAOCT co cteneHbto BAMK moxeT B onpegeneHHon mepe
CNYXUTb OQHVNM 13 BO3MOXHbIX KpUTEpPUEB MPOrHO3NPOBaHNA CKOPOCTU NPOrpeccmpo-
BaHMA gedopmau 1 NCNonb30BaTbCA AA Bblbopa ONTUMaNbHbIX CPOKOB ONepaTUBHO-
ro BmeluaTtenbcrsaa [13].

B LIEJTb NCCJIEOOBAHUA
MpoaHanu3npoBaTtb 3aBUCMMOCTb cTeneHn BAINK ot peHoTMNMUECKNX 1 BUCLEpPanb-
HbIX MapkepoB HeanddepeHUNPOBaHHON ANCNNA3NN COELUHUTENbHOW TKaHW Y fieTel.

B MATEPWAJIbl U METObI

B nccneposaHume 6biny BKtoueHbl 82 naumenTta ¢ BATK I, 11, Il cteneHu, npoxoamsLumx
obcnenoBaHne U nedveHne Ha 6asze Y3 «fomenbckas obnacTHas AeTckaa KUHWYecKas
6onbHMLa» ¢ 2019 no 2024 rog. C uenbio yTouHeHnA anarHosa «BANK» nposogunocsk Kom-
nnekcHoe o6ceqoBaHMe, BKoYaLee B ceba KNMHNYECKUI OCMOTP, NabopaTopHble 1
WHCTPYMeHTanbHble MeTofbl UccnenoBaHus. letn obcnegoBanvcb Ha Hanmume BHELWHWX
W/Vnn BHYTPEHHMX Npu3HakoB HeauddepeHUMpoBaHHOW AUCMNA3UM CoeanHUTENbHON
TKaHW. CTeneHb guCnasnn coeavHUTENbHON TKaHW onpefensanacb no cxeme (tabn. 1),
npepnoxeHHon T. Munkosckon-Amntposon n A. KapakalueBbim.

MNepBas, nerkas, cteneHb ANarHOCTUPYETCA NPU HaNUYUK ABYX FMaBHbIX MPU3HAKOB,
2-, cpefHAa, — MPW HanMuUKU TpeX raBHbIX N ABYX-TPEX BTOPOCTENEHHbIX UK Tpex-
yeTblpex rMaBHbIX K OAHOrO-ABYX BTOPOCTEMNEHHbIX, 3-A, TAXKeNasa, — Npu Hanu4ynm NATN
rNaBHbIX N TPEX BTOPOCTEMEHHbIX NPU3HAKOB.

T.N. KagypviHon n J1.H. A66akymoBoi (2006) npennoxeH Meto 6anibHOM OLEHKM 3Ha-
YMMOCTUN OTAENbHbBIX GEHOTUMNYECKMX MPU3HAKOB ANCMIA3NN COeANHUTENBHON TKaHN 1
BblgeneHbl Tpy cteneHu Taxkectn [14]. Npwn nepson ctenenmn Taxectn ACT (BapuaHT Hop-
Mbl) CyMMa 6annoB He AoMmKHa npeBbiwath 12, npu ymepeHHo — 23. Mpu BbipaeHHoM
CTeneH TAXeCTU CyMMa cocTaBnsaet 24 n 6onee banna.

[na onpepeneHuns cteneHmn TaxectTn gedbopmaunn 1 NOKasaHU K onepaTMBHOMY fe-
YeHMI0 UCNONb30BaNu NHAEKC Xannepa, pacCunTbiBaemMbli Kak COOTHOLLEHME nonepey-
HOro K NepefHe-3agHeMy pa3mepy rpyaHon KneTku. | cteneHb BcTpeyanach y 20 (24,4%)
nauueHTos, |l cteneHb gepopmaunm - y 38 (46,3%) naumeHTos, lll cteneHb — y 24 (29,3%)
naumeHToB. MeanaHa Bo3pacta geten —14 net. N3 H1x 61 manbuunk (74,4%) v 21 gpeBouka

(25,6%).
Ta6bnuua 1
[unarHocTuyeckne Kputepun ANCNIasnn CoeAUHNTENbHON TKaHN
Table 1
Diagnostic criteria for connective tissue dysplasia
OCHOBHbIE NPU3HAKN BTopocTeneHHble NpU3HaKn
Mnockoctonne
BblpaxkeHHas BeHO3HasA CETb Ha KOXe AHOMaNUN yLIHbIX PaKOBWH
[oTnueckoe Hebo AHomanuu 3y6oB
[MnepmMo6yNbHOCTL CyCTaBOB MpexopALme cycTaBHble 60nu
Matonorus 3peHus BbIBVXU 1 MOABbIBMXY CYCTaBOB
Jedopmaums NO3BOHOYHMKA 1 TPYAHON KIETKN MTepurogaktunua
YBenmueHue pacTaxnmMocTi 1 ApA6aocTb KOXu pbixun
ApaxHogakTunusa
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Cratnctnuyeckan o6paboTka pesynbTaToB MPOBOAUIACH NPU MOMOLLM KOMMbIOTEPHOM
nporpammbl Statistica 10.0. OnncatenbHble CTaTUCTUKK YMCNEHHbIX NOKa3aTenen npeg-
cTaBneHbl B Buge Me — meamaHa nokasarens, Q1, Q3 — nepBbii 1 TPeTU KBapTUIb: Me
(Q1, Q3). 3HaueHNs KaueCTBEHHOW NepeMeHHON NPEeACTaBAANNCD B BUAE aOCONIOTHbIX Yn-
cen (gonen B %), a X CpaBHEHWE NPOBOAUIOCH NP NomoLm Kputepusa MNupcoHa. Pasnu-
ynA CYMTaNUCh JOCTOBEPHBIMM MPU YPOBHE 3HauMMocTn p<0,05. ina koppenAaumoHHoOro
aHanm3a KayecTBeHHbIX NoKasaTenen ncnonb3osanca koadgpduuymeHT CnnpmeHa.

B PE3YNbTATbl U OBCYXOEHNE

Bepywmmu xxanobamu naumeHTos ¢ BAIK agnAannch: ogbilika npu MUHUManbHom ¢u-
3MYECKON HarpysKe, Kapamanruy, noBbllUeHHasa YTOMIAEMOCTb, cepaLebrieHre, ronoso-
KpyXeHue (puc. 1).

Bbino BbIABNEHO, UTO C yBeNUUYeHWeM cTeneHn aedbopmauunm yBenmunBanocb Konu-
yecTBO *anob y naumertos ¢ BATK |, I, [l cteneHw. Tak, pgeteii c lll cteneHbio gedopma-
L1KN JOCTOBEPHO Yalle Mo cpaBHeHuto ¢ aetbmun ¢ BATK | cteneHn 6ecnokonnm opbllika
npy MUHMManbHon dursnyeckon Harpyske (80,8% vs 0%, p<0,001), kapguanruu (76,9%
vs 15,0%, p<0,001), noBbileHHasA yTomnaeMocTb (76,9% vs 20,0%, p<0,001). >Kanobbl Ha
ceppuebreHne (38,5% vs 15,0%, p=0,08) n ronosoKpyxeHne (26,9% vs 10,0%, p=0,15),
HeCMOTPA Ha OTCYTCTBME [JOCTOBEPHbIX Pa3Nnymnii, Yalle nmenumco y naymneHTtos c Il cte-
neHbto BArK.

Y 91,5% petenn ¢ BONK MMeTCA MHOXeCTBEHHblE NMPW3HaKM CUCTEMHOrO AedekTa
coeaunHUTeNbHON TKaHW. OTAroweHHas HacneAcTBEHHOCTb Mo Aedpopmaumm rpygHon
KNneTKy, valle no NMHMM oTua, oTMeyanacb B 43,9% cnyyaeB. AHanu3 pacnpegeneHus
naLMeHTOB NO CTENEHWN ANCMNA3UN COEAUHUTENBHON TKaHM B 3aBUCUMOCTM OT BO3pacTa
nokasar, YTo BblpaXKeHHO 3aBNCMMOCTI OT BO3pacTa HeT, Tak Kak npeobnagatoT naumeH-
Tbl NOAPOCTKOBOW FPYMbl, YTO 06YCNOBNEHO aKLEHTUPOBaHNEM BHUMAHWA Ha HeJoCTaT-
Kax BHELHOCTH, a Y laHHbIX NaLMeHTOB BCTPEYalTCA BCe CTENEHU ANCMNA3NN.

@®eHotnn naumeHToB ¢ BAINK goctoBepHO yalle ¢opmMmpoBann N3IMEHEHUS CO CTOPO-
Hbl OMOPHO-ABMIATENBHOrO annaparta B BuAae: ckonnosa n/mnun kupockonmosa (51,2%),

% 60
50
40
30
20
10
0
OpblwKa npu Kapguanrum  MosblweHHana CeppuebrieHne 0noBOKpYXeHne
MUHUMabHOM YTOMJIAEMOCTb
dusmnyeckon
Harpyske
Kanobol

Puc. 1. Bepywme xxano6b1 naymentos c BANK
Fig. 1. Main complaints of patients with FCD
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nnockoctonua (28,0%), runepMobunbHOCTU CycTaBOB (Nepepa3rmbaHne B NOKTEBbLIX U
nyye3anAcTHbIX CycTaBax, CMMMNTOM 60/blWIOro nanbua, n36bIToYHasA ThiibHaa Gnekcms B
roNneHOCTONHbIX cyctaBax) — 10,9%. XapakTepHoW 0co6eHHOCTbIO OblNo coueTaHue yKa-
3aHHbIX MPU3HAKOB.

MpeBannpoBanu geTn C acTeHNYeCKMM TUMNOM TenocnoxeHua (40; 48,8%). NHpekc
Maccbl Tena y naumeHTos ¢ | ctenerbio BAINK coctasun 18,1 (17,4-19,1), co Il cteneHbio
BArNK - 17,5 (16,3-18,3), c lll cteneHbio — 17,8 (17,2-19,4). BHeWwHWn BUA faHHbIX Naum-
€HTOB OTNNYanca npeobnagaHMem NPOJOsIbHLIX PAa3MePOB TeNla Hag NonepeyYHbIMI, Bbl-
COKMM POCTOM MNP OTHOCUTENIbHO HU3KOW Macce Tena, ATMHHbIMU BEPXHUMU U HVPKHUMI
KOHEYHOCTAMMN C YANIMHEHNEM KUCTEN 1 CTOM.

B 3aBucnmocTn oT cteneHn gedopmauum rpygHoON KNeTky 6binn BblABEHbl 0CO6eH-
HOCTM $pEeHOTUNNYECKOrO NopTPeTa NauymeHToB. Y nauneHTos ¢ Il cteneHbio BAINK gocto-
BEPHO valle, YeM y naumneHToB c | cteneHbio, 6binn 06Hapy»KeHbl TaknMe KOCTHO-CYCTaB-
Hble U3MEHEHNA, KaK CKONMOo3/Kndo3s (66,7% un 35,0% cooTBeTCTBEHHO, ¥X*=4,38, p=0,037),
nnockoctonue (45,8% n 15,0% cooTBeTCTBEHHO, X*=4,78, p=0,029), runepmobunNbLHOCTL
cyctaBoB (20,8% 1 0% cooTBeTCTBEHHO, ¥*=4,31, p=0,038). I3MeHeHNA CO CTOPOHbI KOXK
Takxe yaule Habnoganucb y nauymeHToB c Ill cteneHbio BAMK, uem y nauuwenTos c | cte-
NeHblo, HECMOTPA Ha OTCYTCTBME AOCTOBEPHbIX PA3NIMUNIA: MOBbILEHHAA PACTAXUMOCTb
KOXM (25,0% 1 10,0% cooTBeTCTBEHHO, X*>=1,65, p=0,199), npupocimne moukn (20,8% n
10,0% cooTBeTCcTBEHHO, X*=0,96, p=0,328), HeXxHaA Koxa (25,0% n 5,0% COOTBETCTBEH-
HO, X*=3,26, p=0,071), nonepeyHaa ncyepyeHHOCTb cTton (8,3% 1 5,0% COOTBETCTBEHHO,
¥*=0,191, p=0,663). [laHHble NpeACcTaBNeHbI B TabN. 2.

Cpepu BHYTpeHHUX mapkepos HACT y geten ¢ BAIK nngnposanu: manble aHomanmm
pa3suTnA ceppua (nponanc mutpanbHoro knanaHa (MMK) | v Il ctenenm (28,0%), LononHu-
TenbHble XopAbl leBoro xenygouka (AXJ1K) (59,8%)), muonusa (7,3%), HepponTos (4,9%).
Y nauwmeHToB c lll cteneHbto BANK noctoBepHoO yauye B cpaBHeHUM € NaumeHTamm ¢ | cte-
neHbto BAMK grnarHoctuposaH MNMMK (50,0% u 10,0% cooTBeTCcTBEHHO, X?>=8,04, p=0,005)
n OXJIXK (79,2% wn 35,0% cooTBeTCTBEHHO, X?>=8,8, p=0,004). MNpun cpaBHEHNN YacTOTbI
BCTpeYaemMoCcTn BHyTpeHHMX mapkepos HACT y naumeHToB ¢ | n Il ctenenbio BAMK Takxke
OTMeYaeTca yBennyeHne Konmyectsa ANarHoCTUPOBAHHbIX ManblX aHOMaNuUin pasBUTMA
cepaua: NMK (23,7% n 10,0% cooTtBeTCTBEHHO, ¥X*=1,59, p=0,2) n OXJ1XK (60,5% un 35,0%
COOTBETCTBEHHO, X*>=3,41, p=0,065), HECMOTPA Ha OTCYTCTBME AOCTOBEPHbIX Pa3nnyunii.
HedponTo3 n Tyroyxoctb Habntoganucb Tonbko y naumneHTos c lll ctenenbio BATK.

Mpwn aHanuse pacnpegeneHna nayMeHTOB NO CTeNeHW AUCMNA3nn CoeaUHUTENbHOMN
TKaHW B 3aBMCUMOCTW OT cTeneHun gedopmaumuv rpyaHoln KNeTkn BblABNEHO, YTO Hanbo-
nee yacto y naymeHTtoB ¢ BJI'K BcTpeuanacb cpeHAa cTeneHb ANCNNasnum coeguHuTeNb-
HOW TKaHW (54,9%), nerkasa cTeneHb AnarHocTMpoBaHa B 41,5% cny4yaes, a Bblpa)keHHas —
B 3,6%.

C yBenuueHvem cteneHn gepopmauv rpygHoON KNneTkn otMeyanacb npsamMas 3aBmucu-
MOCTb YBENNYEHNA CTeNeHn AUCNNasnm cCoeguHNTENbHOM TKaHw. Jlerkaa ctenens HACT
Yalle BCTpeyanacb y naumeHTos ¢ | cteneHbto BAINK (90,0%), cpeaHAna cTeneHb — y naumer-
ToB ¢ ll n lll ctenenbio BATK (57,9% 1 87,5% cOOTBETCTBEHHO), BblpaXeHHas cTeneHb AnNC-
nnasum coeguHNTENbHON TKaHN Habntodanack Tonbko y nauuneHTos ¢ lIl ctenexbio BAK.
[laHHble NpeacTaBneHbl B Tabn. 3.
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Ta6bnuua 2
BHelwHne n BHyTpeHHNe MapKepbl ANCNAasnumn coeANHNUTENIbHON TKaH y nauneHTos ¢ BArK
Table 2
External and internal markers of connective tissue dysplasia in patients with FCD
MauyumenTbl ¢ BANK
Mpusnakn ACT | creneHb Il creneHb 11l creneHb
(n=20) (n=38) (n=24)
KocTHo- Nedbopmaums rpygHomn KneTku 20 (100%) 38 (100%) 24 (100%)
cycTas- Ckonnos/kndos 7 (35,0%) 19 (50,0%) 16 (66,7%)
Hble Nonuxouedanus 0 0 1(4,2%)
U3MEHE- | T)InepMo6UALHOCTL CYCTaBOB 0 4(10,5%) 5 (20,8%)
A MnockocTtonue 3(15,0%) 9 (23,7%) 1 (45,8%)
MoBblWEeHHaA PacTAXMMOCTb KOXMU 2(10,0%) 5(13,2%) (25 0%)
BblpakeHHan BeHO3HaA ceTb 0 3(7,9%) 2(8,3%)
W3mene- Mpupociune moukmn 2(10,0%) 6 (15,8%) 5(20,8%)
HUS KOXWN
HexHas Koxa 1 (5,0%) 3(7,9%) 6 (25,0%)
MonepeyHas ncyepUYeHHOCTb CTON 1 (5,0%) 3(7,9%) 2 (8,3%)
Mponanc mutpanbHOro KnanaHa 2(10,0%) 9 (23,7%) 12 (50,0%)
BHy- [ononHutenbHasa xopaa 1eBoro 7 (35,0%) 23 (60,5%) 19 (79,2%)
TpeHHne | KeyouKa
npusHaku | Mnonua 0 2 (5,3%) 4 (16,7%)
acr HedponTo3 0 0 4(16,7%)
Tyroyxoctb 0 0 1 (4,2%)
Ta6bnuuya 3
PacnpepeneHune naunenTos c BAIK no crenenn HACT B 3aBMcMMOCTN OT cTeneHun aedpopmanun rpyaHon
KNeTKkn
Table 3
Distribution of patients with FCD by the degree of UCTD depending on the degree of chest deformation
Crenenb BATK | Jlerkas crenedb HACT | CpepgHas crenedb HACT BbipakeHHan crenenb HACT
| 18 (90,0%) 2(10,0%) 0
1l 16 (42,1%) 22 (57,9%) 0
1l 0 21 (87,5%) 3(12,5%)
Bcero 34 (41,5%) 45 (54,9%) 3(3,6%)

KonnuectBeHHas oueHKa BblpaxeHHoCTV npusHakoB HACT y nayueHTtos ¢ BATK no-
Kasana, uto y geteli ¢ | ctenenbto BAIK konnuecTso 6annos Bapbuposano ot 6 go 13, Me -
9,0 [6,0; 10,0]. Y naumeHToB co Il cteneHbio BAIK gnana3oH 3HaueHuin konebancs oT 8 o
17, Me - 12,0[10,0; 14,0]. Y naumenToB c lll cteneHblio BAINK konnyectsBo 6annoB coCTaBu-
noot 12 go 25, Me - 14,0 [13,0; 16,0]. laHHble NnpeacTaBneHbl Ha puc. 2.

C yBenunueHuem cTeneHn gedopmalun rpyaHoON KneTky Habnopaercs yBennyeHue
KonmyecTBa 6annoB 1, COOTBETCTBEHHO, YBENUYEHWE CTEMNEHU ANCNNA3UN COeAUHUTESb-
Hol TKaHW. [Tpy NpoBeAeHMM KOPPENALMOHHOrO aHanmsa B rpynnax nayneHToB BbisB-
NleHa NpsiMas 3aMeTHas, CTaTUCTMYECKM 3HauMMasi B3aMMOCBA3b CTeneHn aedpopmammn
rPYyAHON KNEeTKU ¢ KonmnyecTsom 6annos, onpegensiowmx sbipaxeHHoctb HOCT (r=0,582,
p=0,000).
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Puc. 2. KonnuectBeHHble npusHaku BbipaxkeHHocTtu HACT y petenn ¢ BATK
Fig. 2. Quantitative signs of UCTD severity in children with FCD

B 3AKJTIOMEHUE

B deHoTMNUUeckol KapTuHe naumeHToBs ¢ BAIK npeobnagaoT KOCTHO-CyCTaBHble 13-
MEHEHMS, a TaKXKe NPU3HaKU AUCMNa3nun cepeyHO-COCYANCTON cucTeMbl Ha GOHEe MUHK-
ManbHbIX OTK/TOHEHUIA CO CTOPOHbI KOXMU.

MpocnexnBaeTca NpsamMasn co3aBUCMMOCTb cTeneHn Taxectn HOCT n ctenenn gedop-
MaLuK rpyaHon Knetku: yem 6osblue peHoTUNMYECKUX U MOPGhONOrMyeckmx Nnpru3Hakos,
onpepenaioLmx cteneHb Taxect HACT, Tem Bbilwe cTeneHb AepopmaLimm rpyaHou Knet-
KM, UTO MOXET ObITb 1CMOSIb30BAHO AJIA PaHHEN AnarHOCTMKK cTenenun BAMK n nnaHupo-
BaHMA CBOEBPEMEHHOro onepaTtuBHOro neuveHna. OnpegeneHme GeHOTUNUYECKUX NPO-
ABNEHWI AUCNNa3nn COeQUHUTENBHON TKaHW y NaumeHToB ¢ BAIK moxeT cnyuntb ogHUM
N3 BO3MOXHbIX KPUTEPMEB NPOrHO3MPOBAHUA CKOPOCTY NporpeccrpoBaHna aedopma-
LM 1 NPUMEHATLCA ANA Bblbopa ONTYManbHbIX CPOKOB ONepPaTUBHONO BMeLLaTENbCTBaA.

YunTbiBas 0CO6EHHOCTU GEeHOTUNMUYECKOWN 1 BUCLEPanbHON KapTUHBbI, NauyeHTam
BAOMK Il u Il cteneHun 1 BbICOKOW CTENEHbIO COEANHUTENbHOTKAHHOW ANCAIAa3nn 060CHO-
BaHO Ha3HauyeHWe NpenapaTos, yNyulalowmx MeTabonn3m coeiHUTENbHON TKaHW, AnA
KOppeKLMM SHAOTeNANbHbIX M3MEHEeHNI 1 NoBbIWeHUA 3GbeKTUBHOCTI NeyeHus.

l JINTEPATYPA/REFERENCES
Obermeyer R.J. Chest wall deformities in pediatric surgery. Surg Clin North Am. 2012;92:669-84. doi: 10.1016/j.5uc.2012.03.001

2. Biavati M. Prevalence of pectus excavatum in an adult cohort assessed by chest radiographic measurements. PLoS One. 2020;15. doi: 10.1371/
journal.pone.0232575e0232575

3. Koumbourlis A.C. Lung growth and function in children and adolescents with idiopathic pectus excavatum. Pediatr Pulmonol. 2004;38:339-343.
https://doi.org/10.1002/ppul.20062

. Fonkalsrud E.V. Current treatment of pectus excavatum. World J Surg. 2003;27:502-8. https://doi.org/10.1007/500268-003-7025-5

5. KlothK.Epidemiology of pectus excavatum:a clinical study and literature review. Eur J Pediatr Surg. 2022;32:316-320.d0i:10.1055/5-0041-1729898

6.  David W.L. Current concepts in the etiology and pathogenesis of pectus excavatum in humans: a systematic review. J Clin Med. 2022;11:1241.
https://doi.org/10.3390/jcm11051241

«Mepmnatpua BoctouHasa EBponax, 2025, Tom 13, N2 2 227

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO



https://doi.org/10.1002/ppul.20062

AHanu3 COOTHOLLEHUA CTeNeHN BOPOHKOOOpa3Ho fepopmaLium rpyaHON KNeTKu
C TAXKECTbIO ANCMNA31N COeUHUTENBHOW TKaHW y feTel

7.  Creswick HA. A family study of the inheritance of pectus excavatum. J Pediatr Surg 2006;41:1699-1703. https://doi.org/10.1016/j.
jpedsurg.2006.05.071

8. Curschmann H. Uber erbliche Arachnodaktylie. Nervenarzt.1936,9:624.

9.  Fokin A.A. Anatomical, histological and genetic characteristics of congenital deformities of the chest wall. Semin Thorac Cardiovasc Surg.
2009;21:44-57. https://doi.org/1010.1053/j.semtcvs.2009.03.001

10. Anssen N. Pectus excavatum and carinatum: a narrative review of epidemiology, etiopathogenesis, clinical features, and classification. J Thorac
Dis. 2024 Feb 29;16(2):1687-1701. doi: 10.21037/jtd-23-957

11.  Behr KA. Frequency of Marfan syndrome and cardiac anomalies in patients with chest wall deformities. J Pediatr Surg. 2019;54:1926-8. https://
dx.doi.org/10.1016/j.jpedsurg.2018.11.017

12.  Billar R.J. The association between pectus excavatum and congenital genetic disorders: a systematic review and practical guide for the treating
clinician. J Pediatr Surg. 2021;56: 2239-52. https://doi.org/10.1016/j jpedsurg.2021.04.016

13.  Goremykin LV. Ratio of degree of funnel chest deformity with severity of connective tissue dysplasia in children. Saratov Journal of Medical
Scientific Research. 2012;8(3):842-845. (in Russ.)

14.  Abbakumova L.N. Multiorgan violations in connective tissue dysplasia in children. Diagnostic and management standards. Russian draft
recommendations. Pediatrician (St. Petersburg). 2016;7(4):5-36. (in Russ.) https://doi.org/10.17816/PED745-36

228 "Pediatrics Eastern Europe', 2025, Volume 13, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPKAHUIO



https://www.oalib.com/journal/10949/1
https://www.oalib.com/journal/10949/1
https://doi.org/10.17816/PED745-36

OpuruHanbHble NCCnefoBaHnA .
Original Research

https://doi.org/10.34883/P1.2025.13.2.006 ©®S6

OtT0 H.10., Ixxymarasmes A.A., bespykosa [.A., CocuHoBckas E.B., ®ununuyk A.B. D4,
bespykos T.[.
AcCTpaxaHCKnin rocyfapCcTBEHHbIM MeANLNHCKA YHMBepcuTeT, AcTpaxaHb, Poccna

[onoBHaA 60J1b MPU OXKUPEHUN Y AETEN: POSIb
NHCTPYMEHTaNbHbIX METOAOB MCCNe0BaAHNS

KoH$nuKT nHTepecos: He 3aABneH.

Bknap aBTOpOB: KOHLeNuWA 1 ausaiH uccnepnosanna — OTTo H.I0., Ounnnuyk A.B.; aHann3 AaHHbIX U HanucaHWe TekcTa —
OrtT1o H.I0., Oxymarasues A.A., bespykosa [1.A., CocuHoBckas E.B., Qununuyk A.B., Bespykos T.[1.; HayuHoe pefjakTMpoBaHue —
Ot71o H.I0., ixXymarasues A.A., bespykosa [.A.

Ana untuposBaHma: Otto H.IO., Ixymarasues A.A. Bespykosa [.A. CocvHoBckaa E.B., ®ununuyk A.B. Bespykos T.[. lo-
NIOBHaA 60Nb NpU OXWPEHWUN Y AeTell: Pofb MHCTPYMEHTaNbHbIX MeTOfOB nccnepoBaHus. [leduampus Bocmoyunaa Espona.
2025;13(2):229-238. https://doi.org/10.34883/P1.2025.13.2.006

MopaHa: 14.11.2024
MpuHaTa: 11.04.2025
KoHTakTbi: filipchuk777797 @yandex.ru

Pesiome

Llenb. OueHnTb AnarHocTnyeckoe 3HauyeHne axosHuedanorpadumn, 60OKOBON pPeHTreHo-
rpadun yepena, aneKTposHUedanorpadmm n peosHuedanorpadum Npy rosoBHOM 6onu
y feTel C KOHCTUTYLIMOHaIbHO-3K30reHHbIM OXKMpPEHWEM.

Martepuanbi n metogbl. [NaLneHTbl pa3geneHbl Ha 2 rpynnbl: nepBasa — 186 geten (ge-
BOYKM — 96; Manbumkm — 90) C KOHCTUTYLIMOHANIbHO-3K30rE€HHbIM OXXMPEHMEM Y BTOpas —
186 peteli rpynnbl KOHTPONA (AeBOYKN — 136; Manbumky — 50), NpeAcTaBieHHan YCII0BHO
3[0POBbIMM AE€TbMW C HOPMabHbIM MHAEKCOM Macchl Tena.

PesynbraTtbl. B OCHOBHOW rpynne BblABNEHbI U3MEHEHWA CO CTOPOHbI UHCTPYMEHTasb-
HbIX MOKa3aTenel: NPW3HaKN Nerkom BHyTPUUYEpPenHON rmnepTeH3nn Ha sxosHuedano-
rpadun, ycuneHne nanbLeBblX BAABMEHWUA Ha PeHTreHorpaMmax uyepena, yMepeHHble
anddysHble N3MEHEHUA BMOINEKTPUYECKON aKTUBHOCTY FONOBHOMO MO3ra Mo AaHHbIM
anekTposHuedanorpadpuun. MismeHeHnA Ha axosHUedpanorpadum n Ha peHTreHorpaMmmax
yepena B GOKOBOWN NPOEKLUMMN UMEIOT NPAMYI0 KOPPENALUMo C ronosHol 6onblo. fonos-
Haa 60sb, ycuneHne nanbLeBbIX BAABNEHWUN, Yry6neHue runodrizapHoin AMK/ Ha 6oKo-
BbIX PEHTreHorpaMmMax yepena yatle permcTpupyroTca y eBOYEK U3 IPynnbl OXKUPEHNUA.
Y 70,8% peTeil OCHOBHOW rpynmbl BblIABNEH AUCTOHUYECKUI TUN peosHuedanorpadum un
y 20,8% - runepToHNYecKniA. He BbIABNIEHO CTaTUCTNYECKM 3HAUNMOWN KOPPENALMOHHOWN
B3aVIMOCBA3M MeXIy U3MeHeHUAMMN Ha 3x03HUedanorpadpum ronoBHOro mosra, 60KkoBoMm
peHTreHorpadun yepena, snekTposHuedanorpadumn n peosHuedanorpadumn n cnegyto-
WUMW NPU3HaKaMK: CTEMEHbIO OXMpPeHNA, KOIGOULMEHTOM CTaHAAPTHOIO OTKNOHEHUA
WHAeKca Macchbl Tena.

3akntoueHue. YkasaHHble MeTofbl NCCNeA0BaHMA MOTYT ObITb MCMOMb30BaHbl A NOBbI-
LIeHNA KayecTBa AMarHOCTMKM 1 NepCcoHNOULMPOBaHHOM TaKTUKN BefleHNA AeTell C KOH-
CTUTYLIMOHANbHO-3K30r€HHbIM OXMPEHVEeM, HE3aBUCUMO OT CTEMEHN OXMPEHNA.
KnioueBble cnoBa: feTy, 0OXUpeHue, rofoBHas 6osb, M-OXO, peHTreHorpadusa yepena,
anekTposHuedanorpadua
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Abstract

Purpose. To evaluate diagnostic values of echoencephalography, lateral skull radiography,
electroencephalography and rheoencephalography in headache in children with
exogenous constitutional obesity.

Materials and methods. All patients were divided into two groups: the first group, the
main one, included 186 children (96 girls and 90 boys) with exogenous constitutional
obesity, and the second group, the control one, was represented by 186 conditionally
healthy children with normal body mass index (136 girls and 50 boys).

Results. In the main group, changes in instrumental parameters were identified: signs
of mild intracranial hypertension on echoencephalography, increased finger impressions
on skull radiographs, and moderate diffuse changes in the bioelectrical activity of the
brain according to electroencephalography data. Changes in echoencephalography
and lateral skull radiographs have a direct correlation with headache. Headache,
increased finger impressions, and deepening of the pituitary fossa on lateral skull
radiographs are more often recorded in girls from the obesity group. The dystonic type
of rheoencephalography was detected in 70.8% of children in the main group and the
hypertonic one in 20.8%. No statistically significant correlation was found between
changesin brain echoencephalography, lateral skull radiography, electroencephalography
and rheoencephalography, and in the following signs: degree of obesity, and standard
deviation coefficient of body mass index.

Conclusion. The above examination methods can be used to improve the quality
of diagnosis and personalized management tactics for children with exogenous
constitutional obesity, irrespective of degree of obesity.

Keywords: children,  obesity, headache, = M-ECHO, skull  radiography,
electroencephalography

B BBEJAEHWE
CTpeMunTeNbHbIN POCT KOHCTUTYLIMOHANbHO-3K30reHHOro oxunpeHusa (K30) no Bcemy
MUPY, €ero OCNOXHEHUA C BOBMEUEHNEM B NMaTONIOrMUYECKUA MPOLLEeCC Pa3fIMUHbIX CMCTEM
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YesIoBEYECKOro OpraHr3ma, KoTopble MOryT MHTErPUPOBaTbCA B CaMOCTOATESIbHbIE XPO-
HUuyecKkme 3aboneBaHNA yxe B 1IeTCKOM Bo3pacTe, KoMopbuaHoe pa3Hoobpasre BOKpYyr
K30 obycnosnurBatoT NnoTpebHOCTb B fanbHelnwemM uccnegoBaHum storo 3abonesanHma [1-
4]. N3yueHue npobnembl K30 y geTein € Lenbio ero nepBMYHON 1 BTOPUYHON npodunak-
TUKW ABNAETCA roCyapCcTBEHHON 1 obLeHaLMoHanbHON 3afayell. PelueHune 3Toi 3agaun
C yyeTom nonumopbugHoctn 3abonesaHusa KO gukTyeT HEOOXOAUMOCTb pa3paboTky 1
BHeApeHMA cncteMbl GpefepanbHbIX U PermoHanbHbiX NPOGUNAKTUUYECKMX U NeYeBHbIX
Meponpuatum [5-8].

B nocnepHue rogbl NoABUAUCHL HayyHble Ny6ankaumy o BnaHumn K30 Ha ¢yHKLMO-
HanbHbIA 1 MopdONornYeckuin cTaTyc ronosHoro mo3sra (FM): B3aumMocBA3b C rofIoBHON
6onbio (I'B) N mUrpeHblo, pa3BUTUEM MAMONATUYECKOW BHYTPMUUYEPENHOWN rMnepTeH3nmn
(BYT), nsmeHeHneMm KpOBOTOKA U BUO3NIEKTPUYECKMX MOTEHLINANOB.

[onoBHas 60/1b ABNAETCA OQHWUM U3 CaMbIX PaCNpPOCTPAHEHHbIX 1 MPUBOAALLMX K MHBA-
nuaHocTY 3aboneBaHnii Bo Bcem Mupe [9] n xapakTepr3yeTcsa 3aMeTHbIM POCTOM pacrpo-
CTpaHeHHOCTU cpean noapocTkoB [10]. KpynHomacluTabHoe HOpBEeXCKoe nccnefoBaHme
(6onee 30 TbiC. B3pOC/IbIX) AEMOHCTPUPYET, UTO OXKUPEHUE Tena, Kak obLee, Tak u abao-
MMWHaNbHOE, CBA3aHO ¢ 6onee BbICOKONM PACNPOCTPAHEHHOCTBIO MUTPEHN MO CPABHEHWIO
C KOHTponbHown rpynnomn [11].

MofTBep)KAeHO, UTO CyllecTBYeT CBA3b MeXAY OXWPEHWeM W FOofIoBHOW Gonblo y
B3POC/bIX, OiHAKO AOKa3aTeNIbCTBa Takol CBA3W Y fieTel U NOAPOCTKOB 10 CMX NOP HeoA-
HO3HauHbl. Tak, ecnu B paboTte S. Ravid et al. (2013) npu peTpocnekTMBHOM 06CnefoBaHNN
181 pebeHKa NoKa3zaHo, YTO, HE3aBUCUMO OT TMMa FONOBHON 60K (rofloBHasA 60s1b HanpsA-
YKEHUA, MUTPEHD), BbICOKUI MPOLIEHTHbIV NoKasaTeNlb MHAEKCA Maccbl Tefla Obin CBA3aH
C NMOBbILLIEHHOW YaCcTOTOWM FONIOBHbIX 60nen n nHBanuagHocTblo [12], To B nccnegosaHnm
X.X. Bu et al. (2022) 713 peTein 1 NOAPOCTKOB, Y KOTOPbIX TakXKe 13yyanacb B3aMOCBA3b
MeX[y OKUPEeHMEM 1 ronoBHOM 601bto, Npu ncnonb3oBaHum ROC-aHanu3a Takow cBA3W
BbIIB/IEHO He 6bis1o [13].

ABTOpbI CONNAHOIO cMcTeMaTNUYECKOro 0630pa 1 MeTaaHann3a C OLLEHKOWN CBA3N OXKU-
peHusa n murpeHn y geten (C. Quispe-Vicuia et al., 2023), B KoTopbIl BKNOUUAN 8 nccre-
[OBaHUN (6 nonepeyHblX, 1 nccnefgoBaHUe METOAOM «CAlyvalh — KOHTPOMb» U 1 KOrOpTHOE)
C yyactmem 16556 nauneHToB, 1 C NPoBeAeHNEM OLeHKM JOCTOBEPHOCTU AOKa3aTeIbCTB
no GRADE cenanu BbiBOA: «CBA3b MeXAy OXKUPEHMEM 1 MUTPeHbIo bblna Heonpeaenex-
HOIA, HO 1CCneaoBaHUA C 6osiee BbICOKMM METOAONOMMYECKUM KayeCcTBOM rNoKasanu no-
BbILLEHHYIO BEPOATHOCTbY. OTMeuaeTca «HeobxoANMOCTb ByayLLMX NOHTUTIOAHbIX NCChe-
[0BaHWI C Hag/1eXallMm KOHTpoieM conyTcTByloLmx dakTopos» [14].

AHanu3 pesynbraTtoB OAHOGOTOHHON 3MWUCCMOHHOWN Tomorpadum (6onee 35 TbiC.,
CLUA) nokasan, uto 6onee Bbicokuin MMT y B3poc/ibix KOppennpoBas Co CHUMXEHUEM KPO-
BOTOKa BO BCeX 06/1aCTAX MO3ra (B MOKOE U NPW KOHLEHTPALUMV BHUMaHKWA), B TOM Ynicie n
B rMNnokKamre, KOTOPbI acCCOLMUPYETCA C PUCKOM pa3BuUTUA bonesHn Anburerimepa [15].
NccnepoBaHme 61M031eKTPUYECKON aKTUBHOCTM rofloBHOrO Mo3ra (B3AIM), no gaHHbIM
POCCUMINCKUX UccrefoBaTeneil, CBUAETENLCTBYET O HEMPODU3MONOrMUYECKNX HapYLUEHUAX
y peteii ¢ K30O: 6b1n0 ycTaHOBNEHO, YTO Ha GOHOBOW 3anucK a- (anbda) BONHOBOW aKTUB-
HOCTU Y BCeX NauMeHTOB Oblna BbiABIeHa BbiparkeHHas fe3opraHmsauma B3AIM. Yactot-
Has XapaKTepunCTMKa a-puTMa He BbIXoZuna 3a paMKu BO3pacTHON HOpMbI, y 68% mopgynsa-
uma no amnautyge 6bina HeueTKom, Npeobnagana BbICOKOAMMAUTYAHAA XapakTepucTunka
- (6eTa) puTMma, y 32% feTei genpeccus 6bina HeveTkon, Ny 1 pebeHKa Npu OTKPbITbIX

«Mepmnatpua BoctouHasa EBponax, 2025, Tom 13, N2 2 231

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO



https://translated.turbopages.org/proxy_u/en-ru.ru.4493c727-62acdb0e-e9ffe743-74722d776562/https/en.wikipedia.org/wiki/Idiopathic_intracranial_hypertension

lonoBHas 6051b NPU OXMPEHNN Y AeTel: POoSib MHCTPYMEHTaNbHbIX METOAOB NCC/IeA0BaHUA

rnasax genpeccus a-putma otcytcTsoBasna [16]. Mo gaHHbIM nuTepaTtypbl, 6- (TeTa) puTm
B HOpMe PerucTpupyeTca y feteil paHHero, CTapLiero Bo3pacrta 1 B3poC/bix BO Bpems
coHnMBoCTU. MNoABneHne B-akTMBHOCTY Ha aneKkTposHuedanorpadum (331) B gpyrue npo-
MEXYTKIN BPEMEHMW CBULETENbCTBYET O CHYKEHUMW YPOBHA GYHKLNOHANbHON aKTUBHOCTY
Kopbl 1 BCcero mo3ra B ueniom [17]. CHuXeHne npefcTaBNeHHOCTU O-PUTMa, NOBbIeHNe
NnpeacTaBNeHHOCTU MefJIeHHbIX BOJIH, MOBbIWEHVE MPU3HAKOB MppUTaLnUn CTPYKTYp
MO3ra — BCe 3TO XapaKTepHO ANA rMnoTasammnyeckoro cMHapomMa nybepraTtHoro nepumo-
Ja — CUMNTOMOKOMIJIEKCa, BO3HMKalOLWero B pesynbTate aucdyHKLUM runotanamyca v
CONPAMXEHHbIX C HUM CTPYKTYpP LeHTpanbHon HepBHou cnctembl (LUHC) B nepuoa nosno-
Boro co3peBaHus [18]. AHanu3 pesynbratos I3[, NpoBeAeHHbI POCCUNCKUMUN YUYEHbIMMU,
BbIABUST 0cOBeHHOCTM BIATM y XeHWmnH ¢ MeTabonnyeckmum CUHAPOMOM: YBennyeHue
MOLYHOCTU 6- 1 a-Arana3oHoB criekTpa 33 B BUCOUHBIX M JIOOHbIX OTBEEHUAX JIEBOrO
nonywapua ¢ npeobnagaHnem akTMBHOCTM MPABOro MoyLapus, YTo CBUAETENbCTBYET
06 yMeHbLUEHUN YPOBHA aKTUBALMUN BUCOYHbIX 1 NIOBHbIX obnacTel neBoro nonylapus
[19]. CnegoBaTenbHO, NpeAcTaBAAeT UHTepec JanbHenwee nsyyerHvie BnnaHmA K30 Ha
modus vivendi T'M y petel.

B LIEJ1Ib NCCNEOOBAHNA

OueHUTb JMarHoCTMYecKoe 3HaueHne axosHuedanorpadum, 6OKOBOW peHTreHorpa-
bun uepena, anekTposHuedanorpadumn n peosHuedanorpadun npu ronosHom 6onu y
[eTell C KOHCTUTYLIMOHANIbHO-3K30TeHHbBIM OXXUPEHKEM.

B MATEPWAJIbl U METObI

B peb6iote wnccnepoBaHus 6biN0  3anfaHMpoBaHO nposefeHne M-32XO M, 23,
P3I' no metogy konua — napa y 186 nauneHtoB ¢ K30 (geBoukn — 96; manbumku — 90)
ny 186 geten rpynnbl KOHTponsA (Aesoukn — 136; Manbumkm — 50), npoxogmsLIMx obcne-
noBaHue B O6nacTHOM AETCKOWM KNuMHMYeckon 6onbHuue T. AcTpaxaHu. Mpu Hannumun B
aHaMHe3e Xanob Ha ronosHyto 6onb nposogunack BPTY. MockonbKy nepuop nccnego-
BaHWA cocTaBun 6onee 10 neT, TO NO PasHbIM NPUYMHAM HECKONBbKO AeTel BblObINU 13
HabnogeHus (Tabn. 1).

Kputepun ncknoyeHnsa ana OCHOBHOW FPynnbl: reHeTnyeckme CUMHAPOMbI, acCoLMn-
pPOBaHHblE C OXKMPEHMEM, AETH, Y KOTOPbIX OXKMPEHME Pa3BUIIOCb Ha poHe rMnoTupeosa,
rMNoroHaansmMa, rmnepKkopTULM3MA, a TakKe AEeTW, UMelolne ocTpble MHGEKLUNOHHble

Ta6nuua 1

Konuuectso peteir ns rpynnbl K30 1 KOHTPONbHOI rpynnbl, NpolleAWmnX NHCTPYMeHTa/lbHoe
nccnegosaHue (M-3X0 I'M, BPI'Y, 33T, P3IN)

Table 1

Number of children from the exogenous constitutional obesity group and the control group who
underwent an instrumental study (M-ECHO of the brain, bioelectrical activity of the brain, EEG, REG)

::3::::‘;2::? NPOBEAEHHOTO Aetn cK30, n JleT KOHTPONbHON rPyNMbl, N
Bcero petein 186 186

M-3XO 67 89

BPI'Y 62 20

23r 24 27

Par 24 0
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3aboneaHua (OW3), paHee fMarHOCTUPOBaHHbIE XPOoHMYecKme 3aboneBaHuna (X3) B cTa-
amm obocTpeHus, paHee AnarHocTMpoBaHHble 3abonesaHua LUHC n/vnn nepudepuue-
cKkown HepBHow cuctembl (HC).

Kputepuu ncknoyeHns gna rpynnbl KOHTpona: n3bbiTouHaa mMacca Tena (M3MT) nnu
oXxunpeHune, OM3, paHee AMarHOCTMPOBaHHble X3 B cTagmm 0b60CTpeHNA, paHee anarHo-
CcTMpoBaHHble 3aboneanusa LUHC n/vnn nepudepurueckon HC.

MeawnaHa (Me) Bo3pacTa feteln ¢ K30 cootetctyeT 13 rogam [Q1: 10; Q3: 16], 6e3
oxupeHusa — 14 rogam [Q1: 11; Q3: 15]. B rpynny K30 sownu getn ¢ UsMT n oxnpeHvem
I-IV cteneHn. Me koaddurumeHTa cTaHgapTHOro otknoHeHua (SDS) IMT B rpynne K30 co-
ctaBuna +2,6 [min +1,1; max +4,5], kKoHTponb - —0,5 [min -3,0; max +1,0].

Cratnctnyeckana o6paboTka NonyyYeHHbIX pe3ynbTaToB NpoBefeHa C UCMONb30BaHU-
€M nakeTa nporpamm Statistica 10. CTaTcTUYECKM 3HAUMMbIMU CYUTANIUCh PA3ANYUA NPU
p<0,05.

B PE3YNbTATbl U OBCYXOEHNE

Ananus xanob geten ¢ K90 nokasan, uto K30 conyTcTBYeT BbiCOKaa YacToTa peru-
ctpauum b (x>=34,7, p<0,001) n BbicOKOro aptepuanbHoro fasneHua (A) (x*=67,6,
p<0,001).Tlo cpaBHeHUIO C KOHTPONbHON rpynnon y aetei ¢ K30 3HaUNTENbHO BbILUE LWaH-
Cbl UMeTb »anobbl Ha b (p<0,001, OLLI=3,86 [95% [N 2,43-6,11]) n Bbicokoe A/l (p<0,001,
OLWW=25,03 [95% [N 8,89-70,47]). MeanaHa cuctonuueckoro Al y geten ¢ K30 coctaBuna
145 [min 125; max 180], guactonuueckoro — 100 [60; 120] Mmm pT. CT.

MNepBoe mecTo y pgeTen ¢ K30 3aHuMmaeT xanoba Ha b - 48,9 (koHTponb — 19,9%), Ha
BTOPOM MecTe — Ha nosbiweHne ALl — 35,4% (KOHTposb — 2,1%), Ha TPeTbeM — Ha TpodMYe-
CKMe HapyLUeHNA CO CTOPOHbI KOXI — MOMOChl pacTaxeHna (cTpumn) — 22,5% (KoHTposb —
0, X>=50,6, p<0,001). >Kanoba Ha bbicTpyto NprbaBKy B Bece 3aHNMaET TONbKO YETBEPTYIO
no3numnto B penTrHre »*anob naymeHtos ¢ K30 (oxupeHne — 13,4%, KoHTponb — 0,54%).

AHanus aHamHe3a geteli ¢ K90 no3Bonun ycTaHOBUTb, YTO OAHUM U3 Hanbosee YacTo
BbICTaBNIAEMbIX BPauOM-HEBPOJIOrOM AMArHO30B ABNAETCA rosloBHaA 60s1b HanPAXeHHO-
ro tuna — 14,0% (koHTponb — 5,9%, p=0,0153).

Taknm 06pa3om, MpaKkTUYeCKM NONOBMHA BCEX MOCTYMNaloLWMX B CTaLMoHap NaLueHToB
¢ K90 npepbasnanu xanobbl Ha I'b (Tabn. 2).

lonoBHasA 60nb y AeBOYEK M ManbYMKOB MPU OXKMPEHUW pernctTpupyetca 6es ctatu-
CTUYECKUX pa3nnunin. Tem He MeHee aHHasA anoba HecKonbKo npeobnajaer y AeBoyek
Kak B rpynne K30 (geBouku (n=51) — 53,1%, manbumkn (n=40) — 44,4%), TaKk 1 B rpynne
KOHTponsA (geBouku (n=28) — 20,5%, manbunkm (n=9) - 18,0%).

B rpynne K30 He BbIABNEHO KOPPEnAUMOHHOM B3aMMOCBA3N mexay anagamu «b un
cTeneHb oXxunpeHuns» (r=0,046, p>0,05), «I'b n SDS UMT» (r=0,056, p>0,05). B cBA3un c Tem,

Ta6bnuuya 2

lFonoBHasn 6onb y AeTeil ¢ KO 11 KOHTPONbLHOI rPyNMbl B CPaBHEHNM

Table 2

Headache in children with exogenous constitutional obesity and the control group in comparison
— Bcero Hetn c A Bcero ge- | leBoukn | Bcero manb- | Manbumkn

Py petein, n | b, n (%) X p BoyeK,n | clB, n (%) | umkoB, n cIB, n (%)

K30 186 91 (48,9) 347 | 0,001 96 51(53,1) 920 40 (44,4)
KoHTp. rpynna | 186 37(19,9) T 136 28(20,5) 50 9(18,0)
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yTo Y iIeBoYEK Xanoba Ha b BCTpeuaeTca HECKONbKO valle, NpoBefeH NOUCK Koppensa-
LMOHHON B3anMOCBA3N Mexay b 1 cTeneHblo OXMpeHUA Y eBoYEeK: CBA3b MeXay MC-
cnegyembiMy NMpU3HakaMm — Npamas, TecHoTa (cruna) cBA3n Nno wWkane Yepaoka — cnabas
(r=0,156, t=1,483, p=0,141). Takke y geBouek c K30 He nonyyeHo 3aBUCMMOCTU Mexay b
1 SDS VIMT (p>0,05).

B cBa3u ¢ »kanoboi Ha I'b npoBeaeHbl 06cnefoBaHUsA, HaNPaB/IEHHbIE HA MOUCK U Bbl-
ABNEHNE NPUYMH ee BO3HUKHOBEHUSA, B TOM uncrie cBA3b ['b ¢ kanoboi Ha Bbicokoe All,
NpoaHann3npoBaHbl pe3ynbTaTbl MUHCTPYMeHTanbHoro obcnepgosaHusa — M-3XO I'M, BPIY,
23r, P3I.

»Kano6a Ha Bbicokoe Al y geten ¢ K30 (35,4%) npeobnagaet 6onee yem B 16 pa3 no
CpaBHeHMIO € rpynnou KoHTpona (2,1%, p<0,001).

B rpynne K30 npu3Haku nerkon BUl Ha M-2XO 'M pernctpupytotca B 2,2 pa3a valle
(x*=7,32, t=2,86, p=0,004) — 35,8% (y 24 u3 67 obcnepgyembix) No CpaBHEHMIO C rPynnon
KoHTpona - 15,7% (y 14 n3 89 geten) (1abn. 3).

He BbiABNEHO pa3nuunii No reHAepHOMY NPr3HaKy B OTHOLIEHUW YaCTOTbl PErncTpa-
uum nerkon BYT Ha M-3XO B rpynne K30: y neBouek — 38,9% (y 14 13 36 obcnegyembix),
y ManbunkoB — 32,3% (10 u3 31). Ha I'b »kanosanucb 66,7% (n=16) geten u3 rpynnol K30,
y KoTopbix Ha M-2XO peructprposanacb fierkaa BYIL C nomoLubio KoppenAaunoHHo-pe-
rpeccuoHHoro aHanusa lMupcoHa yctaHoB/ieHa NpAMan CBA3b Mexay 2 uccriefyeMmbiMu
npu3Hakamu: ['b n nerkon BYUI Ha M-3XO (r=0,265, t=2,230, p=0,029, ypaBHeHne napHomn
nuHenHowm perpeccun: y=0,21875+0,25347x) — b y geTen ¢ K30 cTaTUCTUYECKN 3HAUYMO
accouumpyetca c nerkon BUl Ha M-3XO.

B cBA3M ¢ Tem, uto xanoba Ha Bbicokoe ALl npu K30 Takxe, Hapaay c I'b, asnsaetca
JoMUHMpYtowen 13 cumntomoB K30, To BO3HMKaeT BOMPOC: CyllecTByeT M B3aMMOC-
BA3b MeXAY 3TUMK 2 Npu3Hakamu ((kanobamu) y naumneHtos ¢ KIO? bbina BbiABeHa CTa-
TUCTUYECKM 3HAUMMasn oTpuLaTenbHaa Koppenauna mexay *kanobamu Ha I'b 1 Bbicokoe
A (r =-0,285, t=2,983, p=0,003, ypaBHeHWe NapHOWN nuHenHon perpeccuu: y=1,00000 -
0,19697x). Y petein c K3O+Ib pexe pernctpupyerca xanoba Ha Bbicokoe AJl.

[nutenbHoe Bpema OfHMM M3 METOAOB AWArHOCTUKWU B AETCKOW SHAOKPUHONOMMN
ocTaBanacb bPI'Y. MNpoeepeHne BPIMY ocywectBNANOCL C NCMOMb30BaHMEM pacCcenBalo-
wen peleTkn Npu GoKycHOM paccToaHun, paBHoM 1 m. MpursHakamu BYT asnatoTca ycu-
neHve BHYTpeHHero penbeda yYepenHbiX KOCTEN U UX UCTOHUYEHUE. YCuneHne BHYTpeH-
Hero penbeda yepena, UM Tak Ha3blBaeMble NasibLEBble BAAB/IEHUA, — 3TO OTNEYaTKn
MO3rOBbIX U3BWIMH 1 60po3a 6onblumx nonywapuii Ha LepebpanbHO MOBEPXHOCTH KO-
CTein cBofa Yepena. inutenbHo cywecTBytowaa BUI moxeT Bbi3BaTb Crna)kuBaHume paHee

Ta6bnuuya 3

YpenbHbli1 Bec usmeHeHuin Ha M-3XO 'M y getein ¢ KO 1 KOHTPOnbHOIA rpynnbi B cpaBHeHUM (abc., %)
Table 3

Share of changes in the M-ECHO of the brain in children with exogenous constitutional obesity and the
control group in comparison (abs., %)

MpusHaku nerkon BYT, BbI-

HaumeHoBaHMe rpynnbi Beeronccneno- | ggnennbie wa M-9X0 IM e t p
BaHMiA, abc.
abc. %
K30 67 24 35,8
7,32 |286 |0,004
KoHTponbHasa rpynna 89 14 15,7
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BblpaeHHOro BHyTpuyepenHoro penbeda KocTen yepena [20]. Npu npoBegeHnmn nccne-
[OBaHWA YUnTbIBanCA BO3PacT AeTer, NpM KOTOPOM yCuneHne nanbLeBblX BAaBNEHWUN Ha
BPI'Y He AaBnaeTca GpuU3MONOrMYHbLIM. YCTaHOBNEHO, UTO MPOLIEHT U3MeHeHnin Ha BPTY B
rpynnax cpaBHeHuA He otamnyaetca: npu K30 nameHeHnA BbiABeHbl y 27,4%, B rpynne
KoHTpona — y 25,0% peteir. OCHOBHble N3MEHeHWs, BblABMIEHHblE HA PeHTreHorpaMmax
yepena, — 3TO yCWSeHWe NasbLeBbIX BAABMEHUN NpPenMyLeCcTBEHHO B TEMEHHO-3aTbl-
noyHon obnactn n yrnybneHune runodusapHom AMKN. Hago oTMeTUTb, UTO U3MEHEHUA Ha
BPI'Y valye BcTpeuaeTca y feBOYEK C OXKMPEHNEM MO CPaBHEHMIO C Manbunkamu (x*=4,17,
t=2,480, p=0,015). BPTY npoBegeHa 33 geBoukam, 1y 13 (39,4%) BbiABAEHbI U3MEHEHMA:
y 10 - ycuneHve nanbLeBblX BAABNEHUN 1 y 3 yBennyeHa runodusapHas AmMKa; y Manb-
ynkoB 13 30 nccnefoBaHUN TONbKO Y 4 U3MEHEeHWNA B BUAe YCUNeHUA nafbLeBbiX BAAB-
neHvn ny 1 B coueTaHum ¢ yrnybneHuem runodusapHon amkm (16,7%). AHanu3 3aknio-
yeHun BPT'Y nokasbiBaeT, uto 13 62 getent ¢ K30, yyacTByowWwmnx B nccnegosaHnn, y 35
oTMeuanacb b, u3 Hux y 17 BbliBNEHbl M3MEHEHNA Ha KpaHMorpammax vyepena (48,5%).
O6HapyeHa CTaTUCTUYECKN 3HauMas NpsAMas KoOppensauMoHHan B3aMOCBA3b MeXIY
2 npu3sHakamu: I'b n yactoTon BbiABNEHNA U3MeHeHMIn Ha BPTY, cuna cea3u no wkane Yeg-
oKa — ymepeHHas (r=0,321, t=2,626, p=0,010, ypaBHeH1e NapHOW NNHENHON perpeccuu:
y=0,11111+0,28889x). He BbIABNEHO CTAaTUCTUYECKN 3HAUYNMOW KOPPENALUN MEXLY U3-
MeHeHnAaMK Ha BPIY n cteneHblo oxunpenus (r=-0,020), SDS UMT (r=-0,088).

B nccnepoBaHum 3anuck 331 ocyulectBneHa 19 pabourMm 31eKTpoaamu, HanoXeH-
HbIMK No cucteme 10/20, C NCNONIb30BaHMEM YCpefHEHHbIX pedepeHTHbIX YLUHbIX 3MeK-
Tpogfos. 3anucb 33 NpoBoaMnach B COCTOAHUN 604PCTBOBaHUA C NpoBefeHreM yHK-
LMoHanbHbIX Npob (OTKpbIBaHMe rnas, 3akpblBaHue rnas, ¢oHo-, boTocTumynauumsa, runep-
BEHTMNALMA B TeueHue 3 MuH). N3 24 pesynbratoB 331 B rpynne K30 Tonbko y 3 getein
3aK/yeHme cooTBeTCTBYET HopMe (Tabn. 4).

N3meHeHna Ha 3T BbiaBneHbl y 87,5% obcnegyembix naumeHToB u3 rpynnbl K30 (KOH-
Tponb - 85,3%). B rpynne peteli ¢ oxupeHnem nsmeHeHna bIAIM Hocunm guddysHbiin
XapakTtep, 6e3 floKanbHbIX U3MEHEHNI 1 oYaroB napokcnamos. CTpyKkTypa AnddysHbIX

Ta6bnuua 4

YaenbHbiii Bec usmeHeHuin Ha 33T y feteit ¢ KO 1 KOHTPONbHOM rpynnbl B cpaBHeHnn (abc., %)
Table 4

Share of changes in the EEG in children with exogenous constitutional obesity and the control group
in comparison (abs., %)

HaumeHoBaHue Bcero nccnepo- | Jlerkne Hapywenus Ha 331 ) .
rpynnbi BaHuiA, abe. a6c¢. % X P
K30 24 5 20,8

3,99 240 |0,020
KoHTponbHaa rpynna | 27 14 51,9
YmepeHHble HapylueHnsa Ha 33T
K30 24 16 66,7

4,39 |247 |0,017
KoHTponbHas rpynna | 27 9 333

SnunenTnyeckaa akTUBHOCTb BbiAABNEeHa

K30 24 0 0,0

0,41 |1,44 |0,156
KoHTponbHasa rpynna | 27 2 74
Hopma
K30 24 3 12,5

0,02 |0,59 |0,557
KoHTponbHasa rpynna | 27 2 74
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M3MEHeHM NpefcTaBNeHa B BuAe Ae30praHn3auun KOPKOBOW PUTMUKWU Nerkom — 5
(20,8%) 1 ymepeHHoW — 16 (66,7%) cTeneHun, HEAPKOCTN OTBETHOW peakuun Ha apdepeHT-
Hble pa3gpaxuTenu, C Npu3HakaMmm MppuTauny HecneundUUecKnUx CpegHnx CTPyKTyp
MO3ra npenMyLecTBEHHO Ha rMnoTalaMNyeckoM YPOBHeE, B BUAE HaMunA MeaneHHo-
BOJIHOBOV aKTMBHOCTW O-BoSIH 1 &-(OenbTa) BoSIH AMana3oHa. Jlerkue n3meHeHus peru-
CTpVpOBanunch B 2,5 pasa valle B rpynne KoHTpons (x*=3,99, t=2,40, p=0,020), a ymepeH-
Hble — B 2 pa3a npeobnagaloT B 0OCHOBHOW rpynne (66,7%) (koHTponb — 33,3%) (x*=4,39,
t=2,47, p=0,017).

B rpynne K30 He BbIABNEHO CTaTUCTUYECKN 3HAYUMOWN KOPPENALMOHHON B3aUMOCBA-
31 MeXxay cnefylowyMm Npyu3Hakamm: BCEMU U3MEHEHNAMM Ha I3 (nerknmn 1 ymepeH-
HbiMK) 1 I'B (r=0,209, t=0,828, p=0,421), ymepeHHbIMUN HapyLieHuamn 6SATM n Tb (r=0,310,
t=1,262, p=0,227), a TakKe MeXay ymepeHHbIMW HapyweHuamn BIATM n xanobamu Ha
Bbicokoe ALl (r=0,169, t=0,644, p=0,517). He BbifABN€HO CTaTUCTNYECKN 3HAYUMOW KOp-
penaunn mexgy ymepeHHbIMU ndmeHeHnammn b3AIM n cteneHblo oxkupenuna (r=-0,011),
ymepeHHbIMU n3meHeHuamn bIATM n SDS NMT (r=0,095, p>0,05). B rpynne K30 npen-
MYLLIEeCTBEHHO PErnmcTpUpPOBanca a-putM cpegHen aMnanTyabl U YacToTbl, CPeAHEro VH-
[leKca, HefloCTaTOUYHO perynapHbIi, Hanbornee BbipaXeH B 3aTbIIOYHON obnactu y 66,6%
(koHTponb — 22,7%). He BblIBNIEHO CTAaTUCTUYECKN 3HAUYMMOro NpeobnafjaHna KapTuHbI
MefneHHO-BOMIHOBOWM akTMBHOCTU B rpynne K30 no cpaBHEHWIO C rPynmnon KOHTPOonA
(cm. prcyHOK).

Y 95,8% peten ¢ K30 Ha P3I BbiABNEHbI M3MEHEHMA. OTO He3HaUUTENbHOE UN yme-
PEeHHOE CHKEHVE KPOBEHaNOIHEHUs B 6acceHaxX COHHbIX M MO3BOHOYHbIX apTePUIA, No-
BblleHHOe Nepudepuyeckoe cocyancToe CONPOTMBEHME, HapyLUeHNe TOHyca COCYA0B
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MokasaTenu 61Mo03neKTpUYECKOI aKTUBHOCTUN Mo3ra y AeTeil ¢ KO B cpaBHEHNM C KOHTPOJIbHO
rpynnomn

Indicators of bioelectric brain activity in children with exogenous constitutional obesity in comparison
with the control group
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Ta6bnuua 5
YpenbHblih Bec usmeHeHuin Ha P3T y pgeteii ¢ K90 (abc., %)
Table 5
Share of changes in REG in children with exogenous constitutional obesity (abs., %)
. BbiaBneHo nsme-
HaumeHoBaHune nsmeHeHuin . %
HeHuMn, abc.

[uncToHunyeckunin Tun Pl n3meHeHne COCYANCTOro TOHyCa C 3aTpyAHeHemM
BEHO3HOI0 OTTOKA M HU3KUM MyNbCOBbIM KPOBEHarMoHeHeM 6acceiHa 17 70,8
COCY[I0B COHHbIX apTepuii

TuneptoHnyecknii Tn P3I: TOHYC COCy0B B 3HAYUTENbHOW CTENEHN NOBbI-

. 5 20,8
LLIEH, BEHO3HbI OTTOK HapyLleH

1 (CHUXeHwne ana-

AHrmoaucToHnyeckunin Tun Pk gedekT cocyamcTon cTeHkn 4,2
CTUYHOCTM COCYAOB)

Hopma 1 4,2

Bcero 24 100,0

Ha YpOBHE MUKPOLMPKYNAUMK, 3aTPYAHEHNE BEHO3HONO OTTOKa B cOocyAax 6accenHoB.
Y 20,8% nNayMeHTOB C OXMPEHUEM MPU NpoBedeHUN GpYHKLMOHaNbHBIX NPo6 C MOBOPO-
TOM FOJIOBbI BbIABMAT BEPTEOPOreHHOe BO3LAENCTBME aHIMOCNACTUUYECKOrO XapaKkTepa
Ha remMoguHamMuKy. Bce n3meHeHna npepcTaBneHbl NPenMyLeCTBEHHO ANCTOHUYECKM
UK rmnepToHnYeckum Tmnom P3N (tabn. 5).

OuctoHnuecknin Tun PIIy peteit ¢ K30 pernctpmpyeTca ctatuctmyeckm yaue (70,8%),
yem runeptoHudecknin Tmn (20,8%) (x>=10,15; t=3,93, p=0,000), 1 Tonbko y 1 NaumeHTa
6blIV BbIABJIEHbI MPYI3HAKN aHTMOAUCTOHNYECKOTO TUMA (CHUXKEHME 3M1aCTUYHOCTU COCY-
n0B) (4,2%) (x>=20,00, t=6,44, p=0,000). /3 24 pe3ynbraTtoB P3I HOpManbHbIN pe3ynbTaTt
3adMKCMpoBaH ToNbKo y 1 naumeHTa — 4,2%, He3HauuTeNbHblE U3MEHEHMA BbIABAEHbI Y
3 peteii (12,5%), 3MeHeHUs1 ymepeHHOro xapakTtepa — y 20 nauyveHToB (83,3%, x*=21,37,
t=6,82, p=0,000). He BbIABNEHO CTAaTUCTUYECKN 3HAUNMOW KOPPENALMOHHON B3aUMOCBA-
31 MeXAy BCEMU YUYTEHHbBIMU M3MeHeHUsaMU Ha P u I'b (r=-0,191), P3I n »xanoboi Ha Bbl-
cokoe AJ] (r=0,209, t=1,000, p=0,328), I'b n guctoHnyeckum Tunom Pl (r=-0,038), a Takxe
mexgy POl n cteneHbio oxuperna (r=-0,148), PAI n SDS VIMT (r=-0,062).

B 3AKJTIOMEHUE

Ha ocHoBaHuMM NpoBeAeHHOro UCceOBaHWA YCTaHOBMIEHO, YTO Y naumeHToB ¢ K30
OTMEYaeTCA CywecTBeHHoe npeobnagaHue b (p=0,001). b accounmpyeTca ¢ Takumu
npu3Hakamu, Kak nerkas BUl Ha M-2XO (r=0,265) n usmeHeHusa Ha bPI'Y B Buge ycunenua
nanbLeBbiX BAABAEeHWI 1 yrny6neHus runodusapHoi amkm (r=0,321).

Nerkas BYT Ha M-2XO npeobnagaet B rpynne K30 (p=0,004), a n3ameHeHus Ha BPI'Y
yalle perncTpupyoTca y AeBoYek C oxnpeHmem (p=0,015).

Y peten u3 rpynnbl K30 b He cBA3aHa ¢ Bbicokum AJl. Mexay 2 3TMMK npu3Hakamm
yCTaHOB/EHa oTpuUaTenbHaa Koppenauma (r=-0,285, p=0,003).

Pesynbratbl 23 y geten ¢ K30 nokasblBalOT JOMUHUPOBAaHNE YMEPEHHbIX Hapylue-
Huin B3ATM (p=0,017) No cpaBHEHWIO C KOHTPOJIbHOW FPYNMoiA, B KOTOPOI Npeobnagatot
nerkve HapyuweHusa. ismeHeHna B3ATM Ha 33T y nauymenToB ¢ K30 Hocunu anddysHbiin
XapaKTep B Be Ae30praHun3aLuny KOPKOBOW PUTMIUKI (IEFKOI Ui yMepeHHol), 6e3 no-
KasibHbIX MI3MEHEHWI U OYaroB NapoKcn3moB. B rpynne K30 pernctpupoBanncb bmoasnek-
TPpUYecKme NoTeHuuanbl, NpefcTaBieHHble MPeNMyLLeCTBEHHO O-BOSIHaMK, NyYlle BCero
BblpaXeHHbIe B 3aTbITOYHbIX OTAEsax, YTo ABNAETCA GPU3MONOrMYeCKUM BapUaHTOM.
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Y peteir ¢ K30 npeobnagaeT guctoHmndeckmin Tun P3l (70,8%), Ha BTOPOM MecTe — -
neptoHnyeckun Tmn (20,8%).

He BbIABNEHO CTAaTUCTUYECKN 3HAUMMOW KOPPENALNOHHON B3aMOCBA3N MeXay 13-
MeHeHuaMK Ha M-2XO M, BPTY, 23T, P3I n cnegyowmy npu3Hakamun: CTENEHbIO OXN-
penus, SDS UMT.

MonyuyeHHble pe3ynbTaTbl CBMAETENbCTBYIOT O TOM, YTO TaKMe MeToAbl AUArHOCTUNKH,
Kak M-3XO 'M, BPTY, 33T, P3I, moryT 6biTb NCMONb30BaHbI ANA NOBbILIEHNA KauyecTBa
obcnefoBaHMA 1 NEPCOHNPULIMPOBAHHOM TaKTUKK BefeHnA aetent ¢ KSO 1 ronosHom
60nbio.
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Pesiome

Lenb. N3yuntb ypoBeHb nentnga YY3-36 y AeTen C OKMPEHMEM N OLEHNTb €ro BO3MOX-
HYI0 POJib B MaTOTeHEe3e OXKMPEHNA U Pa3BUTUU METAOONINYECKUX HaPYLUEHWIA.
Matepuanbl n metoabl. O6cnenoBaHbl 227 feTeid, U3 HUX 123 C SK30reHHO-KOHCTU-
TYUMOHaNbHbIM OXupeHnem n 104 ¢ HopmanbHOM Maccon Tena. [MpoBegeH KoMMekc
AHTPOMOMETPUYUECKUX, BMOXUMUYECKUX, UMMYHOPEPMEHTHBIX UCCIIEA0BAHUI, BKIOYas
onpepgeneHve yposHa nentrga YY3-36 B CbIBOPOTKE KPOBW.

PesynbraTtbl. Pe3ynbtaThl nOKasanu CTaTUCTUYECKM 3HaYMMble Pasfinyumnsa B YPOBHE NenTu-
na YY3-36 mexay AeTbMU C OXKUPEHNEM 1 HOPManbHOM Maccon Tena (p<0,001). Boiaene-
HO, UTO MaJbUVK/ C OXKMPEHVEM UMENTN CTAaTUCTUYECKM Boslee HU3KMIA yPOBEHDb NenTrAa
YY3-36 no cpaBHeHnIo ¢ geBoukamu (p<0,02). OTMeuyeHa 3aBNCMMOCTb YPOBHA nentuaa
YY3-36 oT BO3pacTa, Npuv 3TOM onpefeneHo cHuxeHne ypoBHA nentnaaYY3-36 c 7-11-net-
Hero Bo3pacTa C Haubonee HU3KMMKM 3HaYUeHUsAMU B Bo3pacTe 16-18 neT (p<0,02). Bbisie-
NleHa 3aBncnmMocTb YpoBHsA YY3-36 OoT nokasaTtenen CTaHQapTHOrO OTK/IOHEHMA UHAEKCa
Macchl Tefla C Hanbonee HU3KUMU NoKasaTenaMm npu oxnpenun Il cteneHn. YctaHoBneHa
3HaYMMan KoppenauMoHHaA accoumnauma ypoBHA nentnga YY3-36 C KOHUeHTpaunen nH-
CYNMHA B CbIBOPOTKE KPOBU, MHAEKCOM PE3NCTEHTHOCTU K UHCYNINHY, HU3KMWN KOHLEH-
Tpauunamm xonectepuna JIMBI v noBbiWwWeHem TPUIMMLEPUAOB B CbIBOPOTKE KPOBW.
3akniouveHune. Y getein C 3K30reHHO-KOHCTUTYLIMOHASIbHbIM OXMPEHNEM CHUXEHO coaep-
XaHve nentnga YY3-36 B CbIBOPOTKE KPOBW, CBA3AHHOE C MOSIOM, BO3PaCcTOM 1 CTENeHbIO
OXMPEeHUA, a TakKe C NoKasaTeNAMM WUHCYIMHOPE3NCTEHTHOCTN N YPOBHEM NNMNNGOB.
CHuxeHue cekpeunn nentnga YY3-36 y getei C OX1UpeHnem MoXeT pacCMaTpurBaTbCA Kak
OAMVH 13 NaToreHeTUYeCKMX MeXaHN3MOB CTAHOBJMIEHMA N NPOrpeccMpoOBaHNA OXUPEHUA
y geTen.

KnioueBble cnoBa: getu, oxnperne, nentug YY3-36, MHCYNMHOPEe3NCTEHTHOCTb, MMNuAbl
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YposeHb nentuaa YY3-36 y feTen C oxXnpeHnem
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Abstract

Purpose. To study YY3-36 peptide levels in obese children and evaluate its possible role in
the pathogenesis of obesity and in metabolic disorders.

Materials and methods. A total of 227 children were examined, of which 123
had exogenous constitutional obesity and 104 had normal body weight. A set of
anthropometric, biochemical, and enzyme immunoassay studies was carried out,
including YY3-36 peptide blood serum levels determination.

Results. The results obtained showed statistically significant differences in YY3-36 peptide
levels between children with obesity and those with normal body weight (p<0.001). It
was found that obese boys had statistically lower YY3-36 peptide levels compared to
girls (p<0.02). A correlation between YY3-36 peptide levels and age was revealed, while
a decrease in YY3-36 peptide levels was established starting from the age of 7-11 years,
with the lowest pathological values at the age of 16-18 years (p<0.02). A dependence of
YY3-36 levels on the standard deviation of the body mass index was revealed, with the
lowest values in stage Ill obesity. A significant correlation was established between YY3-36
peptide levels and insulin concentrations in the blood serum, insulin resistance index, low
concentrations of HDL cholesterol and increased triglycerides levels in blood serum.
Conclusion. In children with exogenous constitutional obesity, peptide YY3-36 blood
serum levels are reduced and associated with gender, age and degree of obesity, as well as
with insulin resistance indicators and lipid levels. A decrease in YY3-36 peptide secretion
in children with obesity can be considered as one of pathogenetic mechanisms of obesity
in children and its progression.

Keywords: children, obesity, peptide YY3-36, insulin resistance, lipids

B BBEJEHWE

OXxunpeHue y getert NOBCEMECTHO PacNPOCTPaHEHO, BCE Yallle BCTPeYaeTca N ABNAET-
CA OAHOWN 13 CaMblX OCTPbIX MEAULIMHCKMX U COLMANbHbIX NPOo6/eM COBPEMEHHON CUCTe-
Mbl 3gpaBooxpaHeHunsa [1, 2].

WccneposaHma nociegHNX NeT AOKa3bIBatoT, YTO B YBENNYEHNMN MACCbl Tefa 1 pasBuTum
601bLLOrO YMCN1a OCSIOKHEHWI BaXHYIO PONb UrpaeT HapyLUeHVe rOPMOHaNbHOWN akTUBHO-
CTV XMPOBOWN TKaHW 1 KNETOK NULLEBAPUTENbHOIO TpakTa. K JaHHbIM rOpMOHaM OTHOCATCA
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nenTuH, aguUNoOHeKTWH, rpenuvH, nentug YY3-36. PaccTporictea perynaumm npriema nuwim
B NepByto ouepenb 00yCnoBNeHbl MAaTONOrMYecKorn cekpeLmen ropmoHoB. OTMeueHa Tec-
HaA B3aMMOCBA3b HapyLLeHUA 06MeHa FOPMOHOB C Pa3BUTUEM MHCYNTMHOPE3NCTEHTHOCTH,
ycuneHvem nunonusa, obpasoBaHmem dpakuum ateporeHHbIX nunugos [3].

Ha cerogHAWHWI AeHb OfHa 13 MaBHbIX POsiel B perynaumm noBegeHuYeckux peakuun
NULLEeBON HanpaBneHHOCTN NPUHAANEKUT KLeYHOMY nenTugy Yyenoseka YY3-36. Pag nc-
cneposatenein YCTaHOBWAW, YTO AaHHbIN NenTug ABNAETCA aHOPEKCUTEHHbIM FOPMOHOM,
BblpabaTblBaeTCs B OCHOBHOM L-KNieTKamu AMCTaibHOro OTAeNa KULWEYHOro TpakKTa, Npo-
ayumpyeTca u BbIbpacbiBaeTCA B KPOBAHOE PYC/O B NepBble MUHYTbI MO OKOHYaHWW Npu-
emMa nuwu. ABTopamm otmeueHo, uyto YY3-36, npoxofs yepes remaTosHLepannuecknin
H6apbep, CTUMYNUpYeT apKyaTHble Afpa rMnoTasammnyeckon ob61acT, pacrnonoXeHHble B
CTBOJIOBOW YaCTV rOSIOBHOrO MO3ra YesloBeKa, TeM CaMbliM Bbi3biBas PPUTaLMIO LLEHTPOB
HacblLLeHNA, YTO BNIeYeT 3a cobo orpaHnyeHne nprema nuwn. Batterham R.L. n coasTo-
pbl NpegnonaratoT, yto nentug YY3-36 cnocobeH oKasblBaTb aHANOMMYHbIA C NENTUHOM
ropmMoHanbHbI 3PPeKT, U BbICKa3biBatoT rnnoTe3y o Tom, Yto nentug YY3-36 He uTo uHoe,
KaK WHTECTUHANbHbIA HENPOPErynATOPHbIN rOpMOH [7].

HecmoTpsa Ha TO uTOo cywecTtBoBaHWe nentupa YY3-36 Obino ycTaHOBNEHO elle
B 1980 r., ero perynatopHoe BO3AelCTBME Ha YPOBEHb N CTEMeHb BblpaXeHHOCTW anmne-
TUTa CTany NpeaMeToM UCCefoBaHM U 0OCYKAeHNA cpaBHUTeNbHO HeaasHo [4]. Mo
JaHHbIM npodeccopa Xu J., AeTN C OXKUPEHNEM UMEIOT JOCTOBEPHO HU3KME KOHLUEHTpa-
uunm nentuga YY3-36 [5], uto cozgano npeanocbuiku ansa 6onee fetanbHOro U3yyeHns ero
ponu B GOpMMPOBaHNM OXKUPEHNA Cpean AeTel N noapocTkoB. CornacHo nccnefoBaHu-
Am Dalia E. 1 coaBTOpOB, B KOropTe Ntofiei, CTpafatoLwmx oxXnpeHnem, NpoayKkumsa gaHHo-
ro KULWEeYHOro nenTnaa CHUXXeHa B cpegHem Ha 31-37% [6].

JInTepaTypHble AaHHble nocnedHux et o ponu nentuaa YY3-36 B pa3BuTun oxkupe-
HUA JOBOJIbHO NPOTMBOPEUMNBBI U FaBHbIM 06Pa3oM OCHOBAHbI Ha UCCNE[0BaHUSAX, NPO-
BeEeHHbIX cpeaun B3pocbix [7]. HegoctaTouHo nHpopmauum o coepkaHuym nentuga
YY3-36 npn oxnpeHumn y geten, ero B3aMMOCBA3N C MOOM, BO3PacTOM U NPOrpeccnpo-
BaHMeM oxmpeHus. [laHHble paKTbl CNOCOBCTBOBaNU MHTEPECY K U3YUYEHWIO JaHHOTO rop-
MOHa y ieTel C OXKMpPEeHNeM 1 NPOBEAEHMNIO CPABHUTENbHOW XapaKTepUCTUKN C feTbMU C
HOpPMasibHOW Maccom Tena.

B LIEJTb NCCJIEOOBAHUA
M3yunTb ypoBeHb nentuga YY3-36 y AeTell C OXMPEHNEM 1 OLLEHUTb Er0 BO3MOXHYH0
posib B NaToreHe3e OXWPEeHWA 1 Pa3BUTUM METabONNUECKX HaPYLUEHWIA.

B MATEPWAJIbI U METObI

MNpoBeneHo ofHOMOMEHTHOe nornepeyHoe nccnegoBaHve. O6cnenoBaHbl 227 feten,
NPOXOAMBLUNX ANCNAHCEPHbIA OCMOTP B cCeMelHbIX NoAMKAnHMKax N2 2 n N2 8 CamapkaH-
na. /13 Hux 123 pebeHKa C 3K30reHHO-KOHCTUTYLIMOHaNnbHbIM oxkupeHuem (MMT ot +2,0 go
> +3 SDS) 6binu BKNtoueHbl B 0OCHOBHY'0 rpynny. OcTtanbHble 104 pebeHKa c Maccow Tena B
npegenax Hopmbl (MMT ot -1,0 fo +1,0 SDS) cpopmmpoBanu KOHTPOSNbHYIO rpynmny.

Kputepuu BKknoUeHNA B OCHOBHYIO Fpynny: eTU C NePBUYHbBIM 3K30re€HHO-KOHCTUTY-
LMOHaNbHbIM OXMPeHUeM B Bo3pacTe oT 7 go 18 neT; nHbopmmupoBaHHoe cornacue po-
avTeneit. Kputepum NCKNioYeHUs 13 OCHOBHOW FPyMbl: OXKMpPeHKe, CBA3aHHOE C ApYrmim
NPUYNHAMK, KPOME aNIMMEHTAPHOIO (HEMPO3HAOKPUHHOE, SHAOKPUHHOE, reHeTUYeCKu
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obycnosneHHoe); Nprem ropMoHasbHbIX NpenapaTos, MMMYHOCYNPEeCcCaHTOB, aHT1arpe-
raHTOB M APYrnX NEKaPCTBEHHbIX CPEACTB, BAUAIOWMX HAa MeTabonnueckme npouecchl;
BO3pacT Ao 7 net unu 6onee 18 net.

Kputepum BKNoueHrA B KOHTPOJbHYIO rpynny: AeTy B Bo3pacTe oT 7 fo 18 neT; Hanu-
yMe NapamMeTPOB MacChbl TeNa, OTBEYAIOLWNX HOPMAJTbHbIM 3HAYEHUAM B JaHHbIX BO3pacT-
HbIX Fpynnax U COOTBETCTBYIOLMX POCTY obcneayemblX; NPUHALNEXHOCTb 06cnenyemMbix
Kl wn Il rpynnam 3gopoBbA.

[lnarHo3 «oXnpeHue» CTaBUICA Ha OCHOBaHUKN pekomeHaaumn BO3, paccunTtbiBanocb
CTaHZapTHOe oTKMoHeHue (SD (standart deviation)) MMT B cOOTBETCTBUM C reHAEpPHOM
NPWUHaANEXHOCTbIO U BO3PAcTOM AeTel, COrMAacHO LeHTUAbHbIM Tabnuuam BO3 [8]. Mpwn
YCNOBUW HanMyms 3K30reHHO-KOHCTUTYLIMOHANIbHOTO OXKUPEHUSA ero cTerneHb Obia naeH-
TMduunpoBaHa no Knaccnudukaumm, npeanoxeHHom Metepkosoni B.A. n coasT,, B 2014 T.
[9]: SD UMT 2,0-2,5 — | cteneHb; SD UMT 2,6-3,0 — Il cteneHb; SD UMT 3,1-3,9 — lll cTeneHs;
SD VIMT 4,0 n 6onee - IV cTeneHb.

B Hauane uccnepgoBaHuA BCce AeTU U3 FPynn NPOLWAW TWATeNbHbIA MepPBUYHbIN
OCMOTp, BKJIOYABLUMIA OLEHKY KIIMHUYECKOro CTaTyca M aHTpornoMeTpuyeckme nsmepe-
HUSA, BbINOSIHEHHbIE MO OOLWENPUHATBIM CTaHZAapTaM. AHTPOMNMOMETPUA AeTel BKOYana:
onpepeneHne pocTa, Macchl Tena, okpyxHocten Tanun (OT) n 6egep (OB). CpaBHUTENDb-
HasA XapaKTepucTuKa NonyyeHHbIX AaHHbIX U OueHKa Gpr3nyeckoro pasBuTUA OCyLLecT-
BNANaCb B COOTBETCTBUMN CO CBOAHBIMU LIEHTUSIbHBIMU TabMLuamy pacnpeneneHuns pocta
N Maccbl Tefla B 3aBUCUMOCTM OT BO3pacTa M nosa, pekoMeHgoBaHHbIMW BO3 ana petein
5-19 net [8]. Ha ocHOBe BbINOMIHEHHbIX AHTPOMOMETPUYECKUX N3MEPEHUI paccunTani
nHaekc maccol Tena (MMT).

WccnepoBaHme yrneBogHoro 1 nunuaHoro npoduna Kposy NPoBoAnIoCh Ha broxu-
Muyeckom aHanmsatope Cobas Integra 400 (LBenuapwua) n uMmyHobepMeHTHOM aHanu-
3aTope Roche Cobas e411 (fepmaHus).

OnpegeneHve nentuga YY3-36 B CbIBOPOTKE KPOBW ObINIO BbIMOIHEHO Ha VMMMY-
HopepmeHTHOM aHanm3atope HumaReader HS ¢ npumeHeHuem TtecT-cuctem ELISA
DSL-10-33600 (komnaHusa Elabscience, CLLA).

Cratnctnueckan o6paboTka pe3ynbTaToB Hallero uccnefoBaHusa nposogunach Ha MK
npu NOMOLM MNakeTa CTaTUCTUYeCKUX nporpamm Statistica 10. BoinonHeHa obpaboTka
JaHHbIX COMMACcHO BapMaLMOHHOW NapaMeTpUUeCKol 1 HEMAPaMETPUYECKON CTaTUCTHKE,
paccunTaHbl cpefHee apudmeTunyeckoe (M), ctaHgapTHas owmbKa cpeaHero (m), oTHOCK-
TeNbHble CTaTUCTUYECKMEe NapameTpbl (YacToTa, %). CTaTncTuyeckan 3HaYMMOCTb pe3yib-
TaTOB OLeHeHa no Kputeputo CTblogeHTa (t) ¢ BblUMCIIEHMEM BEPOATHOCTM OWNOKK (p).
CpaBHUTENbHbIN aHaNn13 n3y4yaemblx Ka4eCTBEHHbIX MapaMeTPOB BbIMOIHEH MPY NOMOLL
X2-kputepua MupcoHa. Ina onpeneneHns KOPPeNALNOHHbIX CBA3EN NCMONb30Banca Ko-
aboduumenHT koppenauun MupcoHa. CTaTUCTUYECKN 3HAUMMBIMWU CYNTANIUCL pe3ynbTaTbl
npwu p<0,05.

B PE3YJIbTATbHI

Cneuunduka aHTPONOMETPUUECKUX JaHHbIX U 0COBEHHOCTEN AeTel, BOLWEeALWNX B NC-
cnefoBaHue, oTpaeHa B Tabn. 1. Hamu ycTaHOBNEHbl CTaTUCTMYECKN 3HauMMmble pas-
nmuns no nokasatenam MMT, SDS VIMT, napameTpam Beca pebeHka, OT. B To ke Bpems
CTaTUCTUYECKM 3HAUYMMOW pa3HKLbl MO NOKasaTenam BO3pacTa, reHaepa, pocta, Ob He oT-
Meyvanocho.

242 "Pediatrics Eastern Europe', 2025, Volume 13, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




OpuruHanbHble NCCnefoBaHnA
Original Research

Ta6nuua 1

MapameTpbl 0OCHOBHbIX NOKa3aTeneli rpynn cpaBHeHNA

Table 1

Parameters of the main indicators of comparison groups
THEerT T ,(['l,‘e='r-:n2¢:3 ;))Kmpeuwem (r::::lg:)xomponﬂ P
Bospacr, net, M+m 12,29+0,28 12,36+0,31 >0,8
Manbumku, n (%) 68 (55,2) 61 (58,6) >0,5
LeBouku, n (%) 55 (44,7) 43 (41,3) >0,5
MT, M£+m 28,67+0,38 21,07£1,38 <0,001
SDS IMT, M+m 2,04+0,05 0,67+0,06 <0,001
Macca Tena, M+m 72,48+1,88 47,59+1,30 <0,001
Poct, M+m 151,43+£1,37 153,74+1,54 >0,2
OT, Mtm 81,15+£1,07 65,23+0,62 <0,001
OB, M+m 82,15%0,95 80,27+0,71 >0,1

CpaBHuTeNbHaA XxapakTepucTKa ypoBHA nentuga YY3-36 nokasana ero sHauuTeslb-
HOe CHUXeHMue y feTell ¢ oxupeHuem (70,52+2,89 pg/ml) no cpaBHeHutO C rpynnoMn
KOHTponA (Tabn. 2). Y petei ¢ oXUpeHUeM cpepHue 3HadeHua nentuga YY3-36 6biin
B 1,5 pa3sa HUXKe No CpaBHEHMIO C AeTbMU, KOTOPble UMEIOT HOPMalbHYI0 Maccy Tena, YTo
roBOPWO O HapYLUEHNN CEKPeLnn rOPMOHa, pPerynmnpyioLero nuweBoe nosegeHune, y ge-
Teln C NoBblWeHHOW Maccor Tena (p<0,001).

MNpuv onpepeneHy NONOBON 3aBUCMMOCTY CEKPELIMU KALLIEYHOTO HeMpOoperynaTopHo-
ro nentuga YY3-36 y fieTell C OKUpeHMEM BbIAIBIIEHO, UTO ManbyuKu nMenun 6onee HN3KMN
YypOBeHb NenTnaa no cpaBHeHUIO € geBoukamu (p<0,02). Y geTein KOHTPONIbHOW rpynnbl
pa3nnumnii B 3aBUCMMOCTI OT MONa BbIABAEHO He 6bis10 (p>0,5) (Tabn. 2).

B xope nccnegoBaHms 6bina o6HapyeHa B3aMocCBsA3b YpoBHA nentunga YY3-36 ¢ Bo3-
pacTtom geten. [letn ctapliero WKonbHOro Bospacta (16-18 ner), cTpagatoLyme 3K30reH-
HO-KOHCTUTYLIMOHANbHbIM OXUPEHWEM, UMeNn CaMblil HU3KU ypoBeHb nentuaa YY3-36
(75,61£3,00 pg/ml) Kak No cpaBHEHMIO C NMOKa3aTeNAMU LeTel C OXKMPEHNEM B BO3pacTe
12-15 neT, Tak 1 NO CPABHEHMIO C AeTbMM B Bo3pacTte 7-11 neT (p<0,02) (tabn. 3).

Ta6bnuua 2
CpepgHue nokasatenu nentuaa YY3-36 y geTeii cpaBHUBaeMbIX rpynn B o6Lei1 Bbi6opke
1 B 3aBUCMMOCTM OT Nona

Table 2
YY3-36 peptide parameters in children from the compared groups in the general cohort and depending
on gender
MenTug YY3-36 (pg/ml)
Tpynnbi Bcero Manbumnku LeBouKkn P,
n=123 n=68 n=55
[leTh c oxupeHvem 70,52+2,89 65,29+3,94 76,51+3,21 <0.02
P P,<0,001 P.<0,001 P,<0,001 '
Bcero Manbunkn NeBOuKMN
KoHTponb n=104 n=61 n=42 >0,5
103,77+3,18 105,50+4,05 101,30+5,14

Mpumeyanns: P, — 4OCTOBEPHOCTb Pa3NNUMA C aHaNOMNYHON rPYNMOil B KOHTPONE; P, — JOCTOBEPHOCTb Pasnnuna MeXxay Masib-

YMKamMun 1 geBoYKamu.
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YposeHb nentuga YY3-36 y geten C oXXupeHnem

Mapametpbl nentraa YY3-36 y geTen ¢ HOpManbHOW MacCon Tena NMenn paBHble No
3HaUMMOCTU YPOBHIM BO BCEX BO3PACTHbIX FPyNnax U CBUAETENIbCTBOBaNN 06 OTCYTCTBUN
3aBUCMMOCTW OT BO3pacTa (Tabn. 3).

Mpwu cpaBHUTENBHOM aHanmu3e ypoBHsA nentuga YY3-36 mexay OCHOBHOW U KOHTPOJIb-
HOW rpynnamun B 3aBUCMMOCTM OT BO3pacTa onpefesieHo CTaTUCTMYECKN HU3Koe cofep-
XaHve YY3-36 y geteli C oXKMpeHnem no CpaBHEHMIO C IeTbMU FPYMMNbl KOHTPOMNA BO BCEX
BO3pacTHbIX rpynnax (p<0,001).

YcTaHoBneHHble GaKkTbl CBMAETENLCTBYIOT O BKNaZle B Pa3BUTUE OXMPEHUA HapyLue-
HUA BbIPAabOTKM MHTECTUHANbHOIO HelpoperynatopHoro nentuaa YY3-36. B mnagwem
LIKONbHOM Bo3pacTe (7-11 neT) ero cekpeuuns yxe 6bina HA3KOW, HO UMeNia KOMMNEHCUPO-
BaHHbIN XapaKTep, TOrAa Kak y AeTell CTapLiero WKOMbHOMo BO3pacTa BHOCU/IA 3HaUVMBbINA
BKNaj B pa3BUTME U NPOrpeccnpoBaHme OXKUPEHUA Npu Hambonee HN3KOM YPOBHE Bbl-
paboTKn ropmoHa.

HekoTopbiMu aBTOpaMmn [oOKa3aHo, YTo nokasaTenu nentuga YY3-36 oTpuuaTenbHO
accouumpytotca ¢ UMT u otHoweHunem OT 1 OB y B3pocnbix [7], Torga Kak y getei ¢ oXxu-
peHneM nopoObHbIX NccnefoBaHU NPoBeAeHO He 6b11o. B ¢BA3M € 3TUM npepcTaBnsaeTt
WHTepec n3yyeHmne cogepxaHua nentuaa YY3-36 y feteii B 3aBUCMMOCTM OT CTEMEHW OXKU-

peHuA.
Ta6bnuuya 3
YposeHb nentuga YY3-36 B 3aBUCMMOCTM OT BO3pacTa y fieTell CpaBHMBaeMbIX rpynn
Table 3
YY3-36 peptide levels depending on age in children of the compared groups
lpynnbi cpaBHEHMNA Mentnp YY3-36 (pg/ml)
7-11 net 12-15 ner 16-18 ner
n=25 n=72 n=26
[llet c oxmpeHuem 65374337
(n=123) 75,61£3,00 70,99+3,58 oo
P,<0,001 P,<0,001 P*<0,02
i v P,<0,001
7-11 ner 12-15 ner 16-18 ner
:‘°H1Tg‘fr’)“" n=23 n=62 n=19
n=
100,95+6,56 100,11+£3,97 119,10+7,89

MprmeyanHua: P* — nOCTOBEPHOCTb PasnnumaA No CpaBHEHMIO C AeTbMM 7-9 NeT y AeTen B rpynne C oXupeHnem; P, — goctosep-
HOCTb Pa3fNynA C aHaNOrMYHOW rPynnown B KOHTpone.

Ta6bnuua 4
YpoBeHb nentuga YY3-36 B 3aBMCUMOCTU OT CTEMEHUN OXKUPEeHUA y AeTein
Table 4
YY3-36 peptide levels depending on the degree of obesity in children
Ipynna CTeneHb OXnpeHus Mentng YY3-36 (pg/ml) P
OxunpeHue lll cteneHn P.<0,0001
VIMIT SDS 3,1-3,9; n=49 41,78£2,06 P.<0,001
Aetn ¢ oxupe- OxupeHue |l cteneHn
;—lnl/I:e1M23) VIMT SDS 2,6-3,0; n=43 77,47+3,63 P2<O,OO1
OxunpeHne | cteneHn
VIMT SDS 2-2,5; n=31 106,31+3,11 -

Mpumeyanua: P, [OCTOBEPHOCTL PasnnumaA No cpasHeHNto ¢ nogrpynnoi UMT SDS 2,6-3,0; P, - BOCTOBEPHOCTb pa3nnyua no
cpaBHeHuio ¢ nogrpynnoi MMT SDS 2-2,5.
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BbiABneHo, uTo ypoBeHb nentraa YY3-36 3aBucen OT CTEMEHN OXXMPEHUA 1 UMEN Han-
MeHbLUVe 3HauYeHuna y geten c lll cteneHblo oxunpeHuns (41,78+2,06 pg/ml). CnepyeT oTme-
TUTb CTaTUCTUYECKN 3HAUYMMOe pasfinune ypoBHaA nentuaa YY3-36 mexay AeTbMu C OXKN-
peHvem lll n Il cteneHu (p<0,001), mexay aeTbmu ¢ oxnpeHmnem lll n | crenenn (p<0,0001),
a Takke mexay aetbmu co |l n | (p<0,001) cTeneHbio OXKMpPEHUA, T. e. ypOBeHb NenTuga
NPOrpeccrBHO CHMXaNCA NpW yBenanyeHnn Maccbl Tena. [laHHaa 3aBMCMMOCTb CBMAETENb-
CTBYeT O 3HaYMTeIbHOM HapyLleHUW CceKkpeLunmn aHopekcureHHoro nentuaa YY3-36 npu
OXMPEHUWN, OCOBEHHO NP ErO TAXKENON cTeneHu (Tabn. 4).

Mpegnonaraetcs, 4to ogHUM 13 3$deKToB Bo3aencTBUs nentuga YY3-36 apndeTca ero
CNOCO6HOCTb NOBbIWATbL YYBCTBUTENIbHOCTb TKaHeN K MHCYNMHY N UHIMGMPOBaTb NNMO-
nn3, B CBA3M C YeM Y AieTel 13 rpynn cpaBHEHMUA Obin U3ydeH YrneBOLHbIA U NNMUAHBIN
npodwunb 1 NpoBefieHbl KOPPENALMOHHbIE MapansieNny C ypoBHeM nentuaa.

CpaBHuTeNbHbIN Npodunb NokasaTenemn yrnesBogHOro 1 NAUNNEHoOro obmMeHoB cauie-
TeNbCTBOBaN O TOM, YTO, HECMOTPA Ha pedepeHCHble 3HaYeHUs, y AieTell C OXKMpPEeHEM
YPOBeHb BCex Nnokasaresiel 6bi1 CTaTUCTUYECKN MO0 BbiLle, MO0 HUXKE MO CPaBHEHUIO C
KOHTpOJIbHOM rpynnow (tabn. 5).

Cnegyowm 3TanoMm Hallero ucciefoBaHMA ABWNOCH OnpefenieHne accouunaumm
nentuga YY3-36 ¢ Begylmmmn napameTpamm yrieBogHOro 1 MUNMAHoro obmeHa y geten
CpaBHUBaeMbix rpynn. Hy>kHo oTMeTuTb, 4To onpeaeneHne accoumaumn nentnga YY3-36
C MeTabonMyeckum CTaTycoM B KOropTte feTel, CTpafalolmx 3K30reHHO-KOHCTUTYLINO-
HaNlbHbIM OXMpPEeHKEeM, B My6NMKaumax NOCIeAHNX NET He HALLJIO CBOEro OTPaXKeHMA.

CornacHo NonyyYeHHbIM AaHHbIM, YCTaHOBJIEHA CTaTUCTUYECKM [OCTOBEPHAA CUTbHaA
Koppenauna mexpy KOHLEeHTPaUNOoHHbIMU 3HaueHnamu nentmuaa YY3-36, nokasatenamm
UMMYHOPEeaKTUBHOIO MHCYNMHa (r= -0,79479; p<0,05) n napameTpamn MHAEKCA NHCYNU-
Hope3uncTeHTHOCTU HOMA-IR cbiBOpOTKM KpoBwu (r= -0,72504; p<0,05). laHHble paKTopbI
roBOpAT 0 BKNage natonorun obmeHa nentuga YY3-36 B pa3BUTME MHCYTUHOPE3NCTEHT-
HOCTU y fieTel Ha doHe oxupeHus (tabn. 6).

Y netell KOHTPONbHOW rpynMbl ypoBeHb nentuaa YY3-36 cnabo Koppenvposan C no-
Ka3saTenamMu MHCYNMHA, MPY STOM CBA3W C UHLEKCOM UHCYNIMHOPE3UCTEHTHOCTN He Habto-

nanocob.

Ta6bnuua 5

CpepHue NoKasaTenu yrneBogHOro U nMnuaHoro metabonnsma B rpynnax cpasHeHus (M+m)

Table 5

Average indices of carbohydrate and lipid metabolism in comparison groups (M+m)

[eTn c oxxnpeHnem lpynna KoHTponsa

Mokasarenu yrneBogHoro o6meHa (n=123) (n=104) P
[NioKo3a HaToLwak, MMOb/N 4,97+ 0,08 4,02+0,05 <0,001
[nioko3a yepes 120’ nocne Harpysku 7,48+0,12 6,34+0,04 <0,001
MuknpoBaHHbIi remorno6uH (HbA1c), % | 5,21+0,09 4,52+0,04 <0,001
WNHcynuH, nmonb/n 64,11+£2,66 21,58+0,69 <0,001
Wnpekc P HOMA-IR, ycn. ep. 2,21+0,11 0,47+0,01 <0,001
06wwmin XC, mmonb/n 3,98+0,16 2,96+0,07 <0,001
XC-JINBIM, mmonb/n 1,10£0,01 1,32+0,01 <0,001
XC-JINHMA, mmonb/n 3,37£0,09 2,60+0,04 <0,001
Tpurnuuepugbl, MMOnb/N 1,17£0,05 0,77+0,03 <0,001

I'Ipmmeanme: P- AOCTOBEPHOCTb Pa3inynAa Mmexay rpynnamm CpaBHeHUA.
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Ta6bnuuya 6

XapaKkTepuctnka KoppenaunoHHbIX cBA3eil ypoBHA nentuaa YY3-36 ¢ nokasaTenamu yrneBogHoOro
1 nUNugHoro o6meHa

Table 6

Correlations between YY3-36 peptide levels and carbohydrate and lipid metabolism parameters

€TU C OXKMpeHuem lpynna KoHTponsa

Mokasarenn ﬂ‘=1 23) P (:Z,I 04) p
Mnioko3a -0,31435 -0,29421

T -0,32109 -0,17427
[MUKNPOBaHHBIN reMornobuH -0,38291 -0,10773
WNHcynuH -0,79479* 0,31804
Wnpekc IP HOMA-IR -0,72504* -0,21955
06wt xonecTepuH -0,27656 -0,11478
Xc-nnen 0,611373* 0,349569
XC-NNHN 0,23895 -0,20039
Tpurnuuepugbl -0,67928* 0,31078

MpumeyaHue: *p<0,05.

Mbl nonyuynnu ceefeHna O JOCTOBEPHO 3HAUVMMOW CUTBHOW NPAMON KOPPEeNnALNOoH-
HOW CBA3M MeXAay KOoHUeHTpauuamm nentuga YY3-36 n xonectepuHa JIMBI1 (r=0,611373;
p<0,05). B TO ke Bpema HaMu YCTaHOB/IEHa CUSIbHas O6paTHAA KOPPENALMOHHAs acco-
Unauma mexagy KoHueHTpauuamu nentuga YY3-36 m napameTpamy TpuUranuepugemMmmnn
CbIBOPOTKM KpoBM (r=-0,67928; p<0,05) (Tabn. 6). B KOHTpOIbHOW rpynne Nofo6HbIX B3a-
MMOCBSAI3€el1 BbIAIBIIEHO He OblJ1O.

MNonyyeHHble AaHHbIe CBUAETENbCTBYIOT O TECHOW B3aMMocCBA3N nentmaa YY3-36 — nu-
LLEBOr0 FOPMOHa — C HapyLIEHWEM YIIIEBOAHOIO U IMMUAHOTO 06MeHa Npu OXNPEeHUN y
[eTel, UTo, BEPOSITHO, CMOCOOCTBYET PAa3BUTUIO METADONNYECKUX OCSTIOXKHEHWIA,

B ObCYXOEHWE

B nuTtepatype nocnefHUxX net Wrpoko obcyxaatTcAa Npobembl yyalleHNs SK30reH-
HO-KOHCTUTYLIMOHANIbHOTO OXKMPEHNA Y fieTell B CBA3W C HapyLUeHreM BbipaboTKy ropmo-
HOB, perynupyoLmx nuiiesoe nosegeHue [3, 51.

Pe3ynbTaTbl HalWVX NCCNefoBaHN Tak»Ke NMoKasanu OCTaTOYHO 3HauYVMble pasnuuna
B ypoBHe nentuaa YY3-36 y geten C OXXnpeHnem n C HopmasnbHon maccon Tena. Monyuen-
Hble HaMU1 AaHHble O CHUXKeHUN ypoBHA nenTnga YY3-36 B CbIBOPOTKE KPOBU NPU OXKU-
peHuu ABNANUCH NOATBEPXAEHVEM PAAa nccnefosaTesniell, Torga Kak OTaesbHble aBTopPbI
UMenun NPoTNBOMNOIOXHbIe pe3ynbrathl [10], rae nosbiweHne UMT conposoxaanoch yse-
NNYEHVeM MHTECTUHANbHOTO HENPOPErynATOPHOro NeNTUAQ, a CHYXKEHNE YPOBHSA roOpMo-
Ha CONPOBOXJaNo TONbKO MOPOMAHYI0 GOPMY OXMpPEHUS.

PAgom aBTOpOB 6bIN10 AOKa3aHo, YTO Y ML, CTPAAAIOLNX OXKMPEHMEM, MOBbILLEHA Ha-
YanbHasA KOHLEeHTpaLuMA faHHOro NenThAa B CbIBOPOTKE KPOBY, TOrAa Kak Npw nporpeccu-
POBAHUUN OXMPEHWA BO3MOXKHO Pa3BUTME Pe3NCTEHTHOCTU K nentugy YY3-36, ocobeHHO
npu GpopmMrnpoBaHN KOMopbugHom natonioruu [4, 10].

Pe3ynbTatbl paboTbl MOKa3anu, YTO aHTPOMOMETPUYECKUE XapPaKTEPUCTUKU AeTeln,
Takue Kak Mon v BO3pacT, BUANW Ha ypoBeHb nentuga YY3-36 y geteil ¢ oXKuUpeHuem.
ManbuvKy ¢ OXXMpPEHEM UMENV CTaTUCTUYECKN boree HU3KMIA ypoBeHb nentuaa YY3-36
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Nno CpaBHEHMIO C AeBOYKaMU. Y JeTel B rpynne KOHTPONA, UMEBLUMX HOPMAasbHYIO Mac-
Cy Tena, NOAoO6HbIX Pa3NnuniA BbIABNEHO He 6blno. Y AeTell C OXMpeHrem B BO3pacTte
7-11 neT ypoBeHb nentmaa YY3-36 otanyanca ot nokasaresien geter C HOpMasbHON mac-
COW Tena aHanorMYyHOro BO3pacTa, YTo rOBOPUSIO O MATOSIOrN BbIPabOTKM MHTECTMHANb-
HOro HeMpOperynATOpHOro NenTuaa elle B MAaflliemM LKONbHOM Bo3pacTe npu febiote
3aboneBaHus. [lo Mepe B3pocsieHnsA AeTeli C OXNPEHNEM OTMEYANIOCh CHIPKEHWE YPOBHA
nenTtuga YY3-36 c JoCTUKeHEM Hanbosiee HU3KOro 3HaYeHMA B Bo3pacTe 16-18 nert.

YunTbiBas HEMOCPeACTBEHHYIO B3aUMOCBA3b oOMeHa menTuga ¢ o6MeHOM nenTrHa
W FpenrHa, a Takxke BbipabOTKOM UHCYNNHA 1 perynauuein nunonnsa, ciegyet oTMeTUTb,
4TO O6MEHHbIe 1 FOPMOHanbHbIe HAapPYLLUEHWA C paHHero Bo3pacTta NporpeccMpoBany no
Mepe B3pocneHna pebeHKa 1 BHOCUIM 3HaUYMMbI BKNag, B pa3BUTE 1 NPOrpeccnpoBa-
HVe OXNPEHNS.

Y petell C HOpManbHOW Maccom Tena 3aBUCMMOCTU YPOBHA nentuaa YY3-36 ot nona
W BO3pacTa BblsIBIEHO He OblIno.

CnegyeT oTMETUTb, YTO MCCNEefOBaHUA NO OnpeenieHnio NONOBON U reHAepPHON 3a-
BUCUMOCTW KOHLIEHTPaL M CbiIBOPOTOYHOTO nentuga YY3-36 B KOropTe AeTen C Hannumem
Pa3nMyYHON CTENEHN OXKMPEHWA, a TaKXKe B KOropTe AeTen C nokasaTenamm Maccbl Tena B
npegenax BO3pacTHON HOPMbl He HaLLIM CBOErO OTPaXeHUA B COBPEMEHHbIX nuTepaTyp-
HbIX NICTOYHUKAX.

MpuHYMasa BO BHUMaHWe JaHHble, OTPa)KeHHble B NyOnuKaumax nocnegHux net, nen-
™A YY3-36 MOXHO paccmaTpuBaTh B KayeCcTBe OCHOBOMOJAraloLwero natoreHeTuyecko-
ro KOMMOHEHTa perynauMm NpoLeccoB sHeproobmeHa 1 metabonumsma y nuu, MMeLmx
3K30reHHO-KOHCTUTYLIMOHA/IbHOE OXMPEHWEe Pa3fIMYHON CTEMNEHK, YTo NpuobpeTaeT 0co-
Oyto0 akTyaNnbHOCTb B KOoropte fetell n nogpocTkos [5, 11]. HekoTopbiMn aBTOpamu no-
Ka3saHo, uTo cogepkaHue nentuaa YY3-36 otpuuatenbHo accoummpyetca ¢ UMT u oTHo-
weHnem OT n OB [12], uTo 6bIN0 NOATBEPKAEHO M HALLMMKN UCCNEROBAHNAMM, B KOTOPbIX
Hanbonee HM3KUI ypoBeHb nenTruaa YY3-36 Habniopganca ygeten c lll cteneHbio oxunpe-
HUA.

CnocobHoctb nentnga YY3-36 noBbilwaTbh YyBCTBUTENbHOCTb TKaHEW K WHCYNUNHY 1
perynupoBaTb NMNONAN3 NOCAYKn1a OCHOBOW ANA NONbITKM onpeaeneHnsa BKiaga Kuley-
HOro HeNpOpPEerynATOpHOro NenTuaa B pa3BuTUE MHCYIMHOPE3NCTEHTHOCTU N ANCANNU-
OeMUI Npy oXKUpeHun y geteii. Hamu BbiAiBNeHa TeCHasa B3aUMOCBA3b YPOBHA NenTuaa
YY3-36 ¢ ypOBHeM UHCYNMHa 1 NOKa3aTenem MHAeKCca NHCYIMHOPE3NCTEHTHOCTU. Takxe
OTMeueHa KoppenAaunoHHaa B3aMMocBA3b co cHuxeHnem XC-JIMBI 1 noBbllweHnem Tpu-
rMyuepuaoB KpoBu. [JaHHble nokasaTtenn CBUAETENbCTBYIOT O 3HaYeHUM NaToNoOrnn Bbl-
paboTkm nentuaa YY3-36 B BOSHUKHOBEHUN Kackafa MeTaboIMyecKnx pacCcTponcTs npu
M30bITOYHOI Macce TeNla AeTCKOro KOHTMHIEHTa NaUMeHTOB U ABAAIOTCA paKTOPOM prcKa
bopmmpoBaHNa MeTabonnyecknx pacCTPoONCTB y AeTel C OXKUPEHUEM.

B 3AKJTIOMEHUE
Y peTen C 3K30reHHO-KOHCTUTYLIMOHANbHBIM OXXUPEHMEM CHIXKEHO CcofiepKaHue nen-
Tga YY3-36 B CbIBOPOTKE KPOBW, KOTOPOE UMeET 3aBMCUMOCTb OT Nosa, Bo3pacTa 1 cTe-
MeHN OXKUPEHUA, @ TaKXKe OT YPOBHA NoKa3saTenemn MHCYNMHOPE3UCTEHTHOCTM U MINMAOB.
CHVXeHne cekpeumn KULLeYHOro HerpoperynAatopHoro nentuga YY3-36 y geten ¢
OXXUPEHMEM MOXKET PacCMaTPMBaTbCA Kak OfVH U3 MaTOreHeTUYeCcKxX MexaHn3mMoB CTa-
HOBJIEHMA U NPOrPeCcCPOBaHNA OXKUPEHUA Y ieTeN.
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Pesiome

BBepeHue. HeoHaTtanbHaa TpombouutoneHus BctpeyaeTcsa y 1-5% HOBOPOXKLAEHHDIX.
Ee ecTecTBEHHOE TeUeHMe BaprabenbHO 1 onpeaenaeTca STMoNorMyecknm GakTopom.
Llenb. /3yyeHne 4acToTbl BO3HMKHOBEHWA HEOHATaSIbHOM TPOMOOLMTONEHNN 1 €€ paH-
HUX KNWHMNYECKNX NCXOO0B Cpeaun NaueHToB oTaesIeHnA NaToNorMm HOBOPOXKAEHHbIX.
Martepuanbl 1 metogbl. [lpoBegeH CMOWHON PEeTPOCNEKTUBHbIA aHanmM3 MUCTOpUi
6one3HeNl HOBOPOXKAEHHbIX, HAXOAMBLUNXCA Ha CTAaUMOHAPHOM JleYeHUN B OTAENEHUN
natonornun HosopoxaeHHbix Y3 «COAKB nm. H.H. MBaHoBow» r. Camapbl 3a nepuog ¢
01.09.2023 no 31.08.2024.

Pesynbratbl. Bcero 3a ykasaHHbI nepuof rocnutanmsnposaHo 1599 naumeHTos, pac-
NPOCTPaHEHHOCTb TpombouuToneHun — 2,6% (41). Taxkenas TpoMOOLMTONEHUS BbisBNE-
Ha y 24,4% petein (0,6% oT ob6weln BbibopKkn). Mpeobnagano nosgHee Hayano TpomooLu-
ToneHun — 63,4%. Cpean peteln ¢ TpomboumToneHnen 41,5% poannncb HeLOHOLWEHHbI-
MW. 9,8% peTeit poxaeHbl OT 6epeMeHHOCT, MPOTEKaBLLEN Ha poHe TPoMboLUTONEeHNN
W/¥inn UMMYHHOI TPOMOOLMTONEHNYECKON Nypnypbl. femopparnyeckuin CMHAPOM BbisB-
neH y 24,4% peten, KNMHUYECKN 3HauyMMble npoasBneHna — y 17,1% peTen BHe 3aBUCU-
MOCTV OT YPOBHS TpomMboLuToB: 22,6% Npu ymepeHHoW TpomboumToneHmu, 30,0% npu
TAaxenon, p=0,683. KnnHnyeckne npoaBneHNA remopparnyeckoro CMHAPOMa He 3aBuce-
NN OT CPOKOB BO3HUKHOBEHMA TPOMOOUMTONEHWM, FrecTaunn 1 Beca Npu poxaeHuw. Ma-
TOoreHeTn4yeckoe neveHne nposedeHo 12,2% peten, B 7,3% crnyyaeB npoBefeHa 3aMecTu-
TesibHas Tepanuns TPOMOOKOHLeHTpaToM. [NepcucTpoBaHe TPOMBOLMTONEHUN AONblUE
2 Heplenb oTmMevanocb B 19,5% cnyyaes.

3aknioueHne. HeoHaTtanbHas TPOMOOLMTONEHUS Y MAUMEHTOB OTAENEeHUA MaTonorum
HOBOPOXAEHHbIX BCTPeYaeTCA C YacToTom 2,6%, Yalle C MO34HMM HayanioMm, yMepeHHbIM
CHWKEHUEM YPOBHA TPOMOOLMTOB 1 COMPOBOXKAAETCA KIMHUUYECKUMYU MPOSABIEHUAMYN
TONbKO B YETBEPTM Clly4aeB HE3aBUCMMO OT YPOBHA TPOMOOLMTOB. [11A HeoHaTanbHOWM
TPOMOOLMTOMNEHNM XapaKTEPHO CMOHTaHHOe pa3pelleHune, ogHako okono 10% cnyyaes
TpebyeT 3aMecTUTeNIbHbIX FeMOTPaHChY3Uii 1 NPOBEAEHNA NATOFEHETNYECKOTO NleYeHNS.
KnioueBble cloBa: HOBOPOXAEHHbIE, HEOHaTasIbHasi TPOMOOLIUTONEHNSA, reMopparmye-
CKUI CUHAPOM, HEJOHOLIEHHbIE, KNMHUYECKWIA aHann3 KpoBu, TPOMOOLUTbI
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Abstract

Introduction. Neonatal thrombocytopenia occurs in 1-5% of newborns. Its outcomes are
variable and are determined by the etiological factor.

Purpose. To investigate the incidence of neonatal thrombocytopenia and its early clinical
outcomes among patients of the neonatal department.

Materials and methods. We conducted a retrospective analysis of all cases of newborns
who were hospitalized in the neonatal department of the children’s department of the
Samara State Children’s Clinical Hospital named after N.N. lvanova from September 1,
2023, to August 31, 2024.

Results. During the specified period, a total of 1599 patients were hospitalized, with
neonatal thrombocytopenia prevalence of 2.6% (41 cases). Severe thrombocytopenia
was identified in 24.4% of the children (0.6% of the total sample). The late onset
thrombocytopenia predominated at 63.4%. Among the children with thrombocytopenia,
41.5% were born prematurely. 9.8% of the children were born from pregnancies
complicated by thrombocytopenia and/or immune thrombocytopenic purpura.
Hemorrhagic syndrome was detected in 24.4% of the children, with clinically significant
manifestations present in 17.1% of children, irrespective of platelet levels: 22.6% in those
with mild thrombocytopenia and 30.0% in those with severe thrombocytopenia, p=0.683.
Clinical manifestations of hemorrhagic syndrome were independent of the timing of
thrombocytopenia onset, gestational age, and birth weight. The pathogenetic treatment
was administered to 12.2% of the children, and 7.3% of cases received replacement
therapy with platelet concentrate. The persistence of thrombocytopenia for more than
2 weeks was observed in 19.5% of cases.

Conclusion. The incidence of neonatal thrombocytopenia in patients of the neonatal
pathology department is 2.6%, more often with a late onset and a moderate decrease
in platelet count, with clinical manifestations in a quarter of cases only, irrespective of
platelet count. Neonatal thrombocytopenia is characterized by spontaneous resolution;
however, about 10% of cases require replacement blood transfusions and pathogenetic
treatment.

Keywords: newborns, neonatal thrombocytopenia, hemorrhagic syndrome, preterm
infants, clinical blood analysis, platelets
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B BBEJAEHUE

TpombouLunTOneHus ABNAETCA JOCTaTOMHO YacTol HaxXoAKoW B 06Llem aHanuse Kpo-
B/ HOBOPOXKAEHHbIX: ¥ AOHOLIEHHbIX HOBOPOXAEHHbIX OHa BCTpevaeTca y 1-5% [1].
Ee vactota yBenunumnsaetca go 20-25% cpeam HefOHOLWEHHbIX 1 HOBOPOXKAEHHbIX B OT-
AeneHnm peaHumauum 1 go 50% cpefiv HOBOPOXAEHHbIX C SKCTPEManbHO HU3KOWM Maccom
Tena [2]. EctecTBeHHOe TeueHMe HeoHaTalbHON TPOMOOLMTONEHUN KpaiiHe Bapuabenb-
HO 1 B 3HAUMTENIbHOWN CTENeHW 3aBUCUT OT 3TMonormyeckoro ¢aktopa [3, 4]. OCHOBHbI-
MW NprYMHaMK TPOMOOLIMTONEHUN B HEOHATaNIbHOM NePUOAE ABNAITCA aNNoUMMyHHas
N TPAHCMMMYHHaA TPOMOOLIMTONEHU HOBOPOXKAEHHbIX. ANINTOUMMYHHasA HeoHaTaslbHas
TpombounToMneHMA cBA3aHa C 06pa3oBaHNEM B OpraH1U3Me MaTepu aHTUTeN K TpomMboLn-
Tam nnoga (HPA-1a), Torga Kak TpaHCMMMYHHas — C NePeHOCOM ayTOaHTUTEN K TpomboLm-
Tam MaTepu Npu HanMuUmM y Hee UMMYHHOW TpomboLmToneHnyeckon nypnypsi (UTM) nnm
Zpyroro ayToMMmMyHHoOro 3aboneBaHus yepes nnaueHTy [5, 6]. Kpome Toro, TpomboumTo-
neHnsa MoXeT ObITb NPOABIEHNEM BPOXAEHHbIX 3aboneBaHni, Takux Kak TAR-cuHgpom,
BPOXAEHHaA aMerakapuounTapHasa TPOMOOLUTOMNEHNUA, NaTONOMMN KPacHOro KOCTHOro
MO3ra, a TaKXe MOXeT 6blTb BTOPUYHOI Ha PpoHe NnHbEKLMOHHbIX 3ab0neBaHuUi, B NepByio
ovepefb HEOHATANbHOrO Cencuca, U MeankameHTo3Hom Tepanun [1, 7, 8].

Haunbonee cepbe3HbIM OCNOXXHEHNEM TPOMOOLMTOMNEHNN ABNAETCA KPOBOTOUMBOCTb,
O[HAKO, MO AaHHbIM KIIMHUYECKNX NCCIefloBaHNI, PUCK KPOBOTOUMBOCTM NJIOXO Koppe-
nupyeT ¢ ypoBHeMm TpombouunToB [9]. JleTanbHOCTb NPW HEOHaTanbHOW TpombouuTone-
Hum coctaenseTt 10-12% [3, 10, 11]. OTganeHHble NOCNeACTBUS HEOHaTaNIbHOW TPOMOO-
LUMUTOMNEHNM Masio U3yuyeHbl, OQHAKO KIIMHUYECKME NCCNIeJoBaHNA MOKa3blBaloT, UTO eTH,
nepeHecline anIoMMMYHHYIO TPOMOOLMTOMNEHNIO, NMEIOT MOBbLILLEHHbIN PUCK HapyLue-
HUA NCUXOMOTOPHOFO U KOFHUTUBHOFO Pa3BUTUA fiaXke B OTCYTCTBME BHYTPUMO3rOBbIX
KPOBOU3NUAHUN, BEPOATHO, 3a CUET SHAOTeNManbHon anchyHkumm [12].

B LIEJTb NCCJIEOOBAHUA
M3yueHune yacToTbl BO3HNKHOBEHWS HEOHATaNbHON TPOMBOLMTONEHUN 1 ee PaHHNX
KIIMHWUYECKMX NCXOH0B Cpeay NauueHToB OTAENEHNS NaTONOTY HOBOPOXKAEHHDIX.

B MATEPWAJIbl W METO/LbI

MpoBeaeH CNOWHOW PETPOCMNEKTUBHbIA aHaNIN3 UCTOPUIA HBonesHen HOBOPOXKAEH-
HbIX, HAXOAUBLLMXCA Ha CTaLMOHAPHOM JIeUEHNI B OTAENIEHNM NaTONOrMM HOBOPOXKAEH-
Hbix [BY3 «COAKbB nm. H.H. MBaHoBoM» . Camapbl.

Kputepuu BkntoueHnsa — gata rocnutanmsaumm s ctaymoHap ¢01.09.2023 no 31.08.2024
BK/IOUNTENBHO.

Kputepumn HeBKIlOUEHMA — OTCYTCTBUE AaHHbIX 06LLero aHanr3a KpoBsu B uctopumn 60-
ne3Hu, CMepTb pebeHkKa.

HeoHaTanbHOM TPOMOOUMTONEHMEN CUMTANOCh CHUXKEHUE YPOBHA TPOMOOLMTOB B
obuiem aHanmze KpoBu Huke 150%x10°/n, TAxKenon TpoMboLMTONEHMEN — YPOBEHb TPOM-
60UMTOB HUXKe 50x10%/1.

PaHHeli TpomboUUTONEHNEeNn CUMTanoch BbiABMIEHME BbILEYKa3aHHbIX M3MEHEHU B
obLlem aHanuse KpoBU B MepBble 72 Y. XKMU3HW, NO3HeN TpomboLmMToneHnen — nocne
72 4. XN3HW.
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Martepuanbl nccnepoBaHua Obinv NOABEPrHYThbl CTaTUCTUYECKON 06paboTKe C UCMosb-
30BaHMeM MEeTOA0B MapaMeTPUYeCcKoro 1 HenmapameTpuyeckoro aHanmsa. HakonneHue,
KOPPEeKTUPOBKA, CCTeMaTU3auma MCXogHom MHGopmMaL M 1 BU3yann3aumsa nonyyeHHbIX
pe3ynbTaToB OCYLLECTBAANNCD B 3IEKTPOHHbIX Tabnuuax Microsoft Office Excel 2016. Cra-
TUCTUYECKNI aHann3 NPOBOAWIICA C UCMONb30BaHMeM nporpammsl Statistica 13.3 (pas-
paboTtumk — StatSoft Inc.). KonvuecTBeHHble NoKasaTenn OLEHUBANNCh Ha NpeaMET Co-
OTBETCTBMA HOPMaJIbHOMY pacnpefeneHuto, Ana 3Toro ncnonb3osanca Kputepun LWanu-
po - Ynnka. B cnyyae onvcaHua KonmyecTBeHHbIX NMoKasaTene, MMetLmx HopManbHoe
pacnpegeneHue, NoayyeHHble faHHble 06beAnHANNCH B BapraLMOHHble PAAbI, B KOTOPbIX
NpoBOAMIICA pacyeT cpeHMX apudmeTnyecknx sennunH (M) n ctaHaapTHbIX OTKIIOHEHWIA
(0). CoBOKYNMHOCTU KONMYECTBEHHbIX NOKa3aTenen, pacnpeaeneHune KOTopbix OTIMYanochb
OT HOPMaJIbHOTO, ONMKCbIBANUCh MPY NOMOLLY 3HaYeHUN MearaHbl (Me) n HXHero n Bepx-
Hero kBaptunei (Q1; Q3). HoMMHanbHble faHHble OMMCbIBANNCH C YKa3daHueM abcontoT-
HbIX 3HaUEHUIN 1 NPOLEHTHbIX fonel. [pn cpaBHeHUN CpegHNX BENNYMH B HOPManbHO
pacnpegeneHHbIX COBOKYMHOCTAX KOMMYECTBEHHbIX JaHHbIX PacCunTbiBanca t-kputepun
CrblopeHTa. [ina cpaBHEHNA He3aBUCYMbIX COBOKYMHOCTEN B CJTy4Yasax OTCYTCTBUA NPU3Ha-
KOB HOpPMasbHOro pacnpefeneHus AaHHbIx ncnonb3osanca U-kputepuit MaHHa — YUTHW.
Pasnnuma nokasatenen cuntanucb CTaTUCTUYECKM 3HAUUMbIMU €CNN p-3HayYeHue 6b11o
MeHbLLe ypoBHA 3HaunmocTu 0,05. CpaBHEHME HOMMHaMbHbIX JaHHbIX MPOBOAUSIOCH NPKY
nomolym Kputepusa x> NMupcoHa. B Tex cnyyasnx, Korga yncno oxuaaembix HabniogeHun B
no6oN U3 AYeeK YeTbIPeXMNONbHOM Tabnuubl 6biNo MeHee 5, ANA OLEHKN YPOBHA 3HaYMMO-
CTV Pa3nnymnin NCNONb30BaNCA TOUHbIN KpuTepuin Ouiiepa.

B PE3YNbTATbl U OBCYXOEHNE

Bcero 3a yka3aHHbIl neprof B otaeneHre 6bino rocnutanmsnposaHo 1599 nauneHTos.
B cOOTBETCTBMM C BbilLEYKa3aHHbIM KpUTEPMEM PACNPOCTPaHEHHOCTb TPOMOOLIUTONEHN
cocTtaBuna 2,6% (41). U3 Hux Tonbko B 14,6% (6) cnyyaes TpombouumToneHusa 6bina Bbl-
HeceHa B KIMHMYECKNIA AnarHo3: TpaHCMMMYHHasA TpombouuToneHusa — 3 cnydas (7,3%),
no 1 (2,4%) cnyyato MIMMYHHOI TPOMOOLMTONEHNYECKON MypPNypbl, TPAH3UTOPHOW TPOM-
6oUnTONEHNN N TPOMOOLIMTONEHNN HEU3BECTHOI 3TUONIOTUN.

MeavaHHoe 3HaueHMe YpPOBHA TpombouutoB y peTel coctaBuno 102,5
(65-124) x10°n, npu 3ToM TAXenasa TpombouwnToneHua (MeHee 50x10°/n) BbiABNEHa Y
24,4% (10) peteii (0,6% oT obLiel BbibopKK). CuMTaeTcs, YTo HeEOHaTaNlbHasA TpoMbouuTone-
HUA BCcTpeyaeTcA npumepHo 'y 0,5-0,9% HOBOPOXAEHHbIX, a TAXeNasa TPOMOOLUNTONEHNA —
y 0,12-0,24% [13]. Tak Kak n3y4yaemas Hamm BbIGOpKa HOBOPOXKAEHHbIX N3HaYanbHO UMe-
na HapyLeHWA 300pOoBbA, BbIABIIEHHaA YacToTa TPoMboLMUTONEeHN Bbina BbiLle.

Mpeobnagano nosgHee Hayano (Nocne 72 Y. Xn3Hu) TpomodouutToneHnn — 63,4% (26),
YTO COOTBETCTBYET AaHHbIM APYrnX uccnegosaHmm [14].

Cpepu peteli ¢ TpombouutoneHmein 41,5% (17) poagnnucb HeAOHOLEHHbIMU, pacnpe-
JeneHve no macce Tefa Npu POXAEHWUN NPeACcTaBAeHo Ha pucyHke. Heobxoanmo otme-
TUTb, uTo TpeTn deten (14 — 34,1%) yctaHOBNEH AnarHo3 rmnoTpodum nbo HecooTBeT-
CTBMA Beca CPOKY rectaumm, YTo COOTBETCTBYeT NpeACTaBNeHMIO O NPAMON 3aBUCMMOCTH
YPOBHA TPOMOOLIMTOB OT recTaliOHHOro BO3pacTa U Macchl Npu poxaeHnn [14].

NMoMUMO HeOHOLWEHHOCTN Hanbonee YacTblIM OCHOBHbIM AWMArHO30M 6binn pasnmu-
Hble GOPMbl NEePUHATANIbHOrO NOPAXKEHUA LEHTPaSIbHON HEPBHOWM CUCTEMbI, KOTOpble
oTMeuanucb y 80,5% (33) geten. Y tpetun geten (13 — 31,7%) oTmeyanacb HeoHaTanbHas
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XKEnTyxa, elle y ogHoro pebeHka (2,4%) — remonuTmyeckasn 6051e3Hb HOBOPOXAEHHOTO.
OAVHAKOBO YacTO OCHOBHbIMY AMarHo3amu y AeTen 6binn CMHAPOM AbIXaTeNbHbIX pac-
cTponcTts (9 - 22,0%), cencnc n BpoxaeHHasa nHeBMoHUA (8 — 19,5%) v apyrue yTouHeH-
Hble nHbekuun (9 - 22,0%). Heobxoanmo OTMETUTb, YTO, MOMUMO 3TOro, 22,0% (9) petein
UMenu pasnnyHbie NOPOKM 1 aHOManuu pa3suTna, y 4 (9,8%) fetein yctaHOBNEHbI reHeTu-
yeckue 3abonesaHua (cuHapom [dayHa, cuHapom [u [xopaxu, nogo3peHne Ha nepBuy-
HbI UMMYHOAEDULNT NO pe3ynbTaTaM PacMPEeHHOro HeOHaTanbHOMO CKPUHIHTA).

Accouymauma HeoHaTaNlbHOW TPOMOOLUTOMNEHUN C XPOMOCOMHbBIMM aHOMaNUAMK AB-
nAeTcA AOCTaTOYHO U3BECTHON, Hanpumep, B nccnegosaHun CyHueson E.B. n coasT. cuh-
apom [layHa yctaHoBfeH Y 4 13 52 06cnefoBaHHbIX HOBOPOXKAEHHbIX C TPOMGOLMTOME-
Huen [15].

MonosuHa petei (20 — 48,8%) poxkaeHbl oT 1- 6epemeHHOCTH, 39,0% (16) — OT 2-3-1
6epemeHHOCTU 1 12,2% (5) - oT 4-1 6epemeHHOCTY 1 Gonee, OCNTIOXKHEHHBIN aKyLIepPCKU
aHaMHes3 BbifiBfieH B 46,3% (19) cnyyaeB. OcoXXHeHHOe TeueHre 6epeMeHHOCTM OTMeYa-
nocb B 46,3% (19) cnyyaes. HeobxogmMmo oTMeTUTb, 4To 9,8% (4) bepemeHHOCTEN 0C/IoX-
HANNCb pe3yc-KoHPNUKTOM. B aBYXx cnyyasx (4,9%) y maTtepei oTMeyanacb TpomboLuTo-
neHunA o 1 Bo Bpema bepemMeHHOCTU (IMarHo3 He N3BecTeH), elle y ABomx maTtepeii (4,9%)
o 6epemeHHOCTM BbIn ycTaHOBMEH guarHo3 UTT.

B cBA3M € TeM, UTO AMarHO3 TPaHCMMMYHHOI HeOHaTanbHOM TpoMboLMTONeHUN Npea-
nosaraeT TpaHCNNaLeHTapHyo nepeaady ayToaHTUTEN MmaTepu K Nnoay, Mbl poaHanv3u-
poBanu To, Kakue AnarHo3bl ObiNy yCTaHOBNEHbI AETAM XeHLWKH ¢ UTT, a Takke faHHble
0 3aboneBaHMAX mMaTepen JeTell, KOTOPbIM OblN YCTAaHOBAEH AMAarHO3 TPaHCMMMYHHOM
HeoHaTasnbHoW TpombouuToneHum (cm. Tabnuuy). O6HapyeHo, UTo U3 7 cnyyaes B OAHOM
anarHo3 pebeHKka COOTBETCTBYET ANArHO3y MaTepu.

B Hawy BbI6OpKY nonanu ABa pebeHka (4,9%), poxAeHHbIX OT MaTepel C YCTaHOB-
neHHbIM AnarHosom UTII. Y oboux feTeln 6biia ycTaHOBMIEHa HeOHaTanbHaa Tpombouu-
TOMEHNA Ha 5-e CyTKM Xn3HK, B 060MX Clyyasax ypoBeHb TpombounTos 6bin >50%10°%/n.
PebeHOK OT XeHLWKMHbI C AINTENbHOM peMrccren 3aboneBaHnA He UMeN HUKAKNX NPOAB-
NEHUIN reMopparnyeckoro CMHAPOMa, ero TPOMOOLMTONEHUA CMOHTAaHHO pa3peLuunsach
B TeueHune 2 Hefenb. PebeHok oT XeHwuHbl ¢ T nocne cniaeHsKToOMUM NMeN KOXKHble
NposB/IeHNA remopparnyeckoro CMHAPOMa U OJHOKPATHO CBEXYIO KPOBb B CTyse, UTO
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[AnarHosbl maTepeil C yKasaHMeM Ha TPOMGOLITONEHIO B aHaMHe3e 1 X feTeil
Diagnosis of mothers with history of thrombocytopenia and their children

Ne

1t [AnarHos martepu [AnarHos pe6eHkKa

1 WTN, cHATa € yyeTa, MMKpoaAeHoMa runodusa HeropMmoHanb- | TpombouuToneHus B fuarHos
Has He BblHeCeHa

2 WTM, cnnexskTomna TpaHCMMyHHasA TPOMGOLMTONEHUA
BIMI, 6akTepuypus, KaHAWLO3 MONTOBbIX OPraHoOB, Xenesoaedu-

3 ! puypua, s P ! ned TpaHcMMMyHHas TpomboLToneHNA

LUNTHaA aHeMUNA

XpOHI/ILIeCKI/IIZ TOH3UNNNT, XpOHI/IHecKVIIZ NaHKpeaTuT, XpoHnye-
4 CKaA HeanKkoroJibHaA XXnpoean 6one3Hb NeyeHu. YKasaHue Ha
Tp0M6OL|,I/ITOI'IeHI/IIO A0 1 BO BpeMA 6epeMeHHOCTI/I

TpombouuToneHns B AMarHo3
He BblHeCeHa

5 OPBU TpaHcMMMyHHas TpomboLMTONeHNA

NHbeKuma nonosbIx MyTemn, ANCNNasunaA LWeNnKM MaTKu, accoLnm-
poBaHHas ¢ BMY-nHdeKkumein, KOHANNOMbI LWENKN MaTKK

7 OPBW, xpoHUuyecKunin nuenoHedput TpaHcMMMyHHas TpomboLuToneHna

TpchmmmyHHaﬂ TpOM6OL|,I/ITOI'IeHVIﬂ

NpuBeno K NOBTOPHON rocnutanu3auny pebeHka Ha 18- CyTKM XU3HU 1 AnarHos 6bin
N3MeHeH Ha MMMYHHY0 TPOMOOLIMTONEHNYECKYIO MYPRYpPY C 3aTAXKHbIM TeueHuem. Kpo-
Me TOro, pebeHKy ABYyKpaTHO MpOBefeHa 3amecTuTeNibHasA remoTpaHcoysna Tpombo-
KOHLEHTpaTa, 21-AHeBHbIN KypC Tepanuu roKOKOPTMKOCTEPOMAaMU 1, NPY MOBTOPHOW
rocnvTtanvsauuu, BBeeHe BHYTPUBEHHOIO UMMYHOrNobynunHa. Mi3BecTHo, uto npogon-
XUTENIbHOCTb TPAHCMMMYHHOIW HEeOHaTasibHOW TPOMOOLMTONEHUN B CPefHEM COCTaB-
naeT 2-3 Hefenu, YTo onpeaenAaeTca NPOAOIKUTENIbHOCTbIO UMPKYNALMM aHTUTEN, HO
MOXeT yBenuumneaTtbca fo 8-12 Hegenb [16], B CBA3M € 3TMM CMeHa ArarHo3a y JaHHOro
pebeHKa He onpaBpgaHa.

WTN aBnsetcA Hambonee 4acToN MPUYMHON TPAHCUMMYHHOV TPOMOOLIMTONEHMUN.
Mo pe3ynbTaTam MeTaaHanu3a, okono 24% petenl, poxAaeHHbIXx oT matepen ¢ UTI, pea-
NU3YIOT HeOHATasIbHY0 TPOMOOLIMTONEHMIO, NPUYEM B GONbLUMHCTBE cnyYaes (41,2%) -
TAXENON CTENEeHUN, OQHAKO C KpalriHe HNU3KOoM (4,1%) 4acTOTON KNNHMYECKUX NPOABAEHNI
[17]. ®akTOpbl pUCKa, onpegensLme BepPOATHOCTb Pa3BUTNA HeOHaTaslbHOM Tpombo-
LUUTONEHWN, B TaKMX CJlyvyanax He OO KOHUA MOHATHbl. Hanprumep, No gaHHbIM KNMHnYe-
CKOTI0 NCCNefoBaHUs, B KOTOPOE BOLWJIO 55 6epeMeHHbIX XeHLWuH ¢ UTT, eanHCTBEHHbIM
[OCTOBEPHbIM MPEeVKTOPOM YPOBHA TpombouutoB y pebeHka <100x10°/n aBnsetcA
cnneHskToMmuA y Matepu [18]. B Hawem uccnepgoBaHuMM OeTU, POXKAEHHbIE OT MaTepen
¢ UTN, coctaBunn Hebonbluyto YacTb HabnAeHNI, ecii 06befMHUTL BCE Cyyau C U3-
BECTHbIM AMAarHO30M U C YKa3aHMeM Ha TpombouunToneHuio fo 6epemeHHocTy, — 9,8%.
Mo yacToTe n3yyaembix GaKTOPOB pricka TPOMOOLIMTONEHNY, TAXKECTU 1 CPOKAM BO3HUK-
HOBEHUA TPOMOOLIMTONEHUN 3TV JETU HE OTIMYANUCh OT OCHOBHOW BbIGOPKU. [nA HMX
XapaKTepHO OTCYTCTBUE KIIMHUYECKMX MPOABMEHMI remopparmyeckoro CUHApoma u
CMOHTaHHOE pa3peLleHne TPOMOOLUTONEHNN.

KnrnHuueckne nposBiieHNs reMopparmyeckoro CUHApPOMa Habndanucb TONbKO Yy
24,4% (10) petelt C TPOMOOLUTONEHMEN, MPENMYLLECTBEHHO B BUAE KOXHbIX NposABe-
HUI — 12,2% (5). KnnHnYeCKn 3Haummble NPOABAEHNA reMOPParnyeckoro CMHAPOMA Bbl-
ABJIeHbI MO JaHHbIM Uctopuin 6onesnun y 17,1% (7) peteli B Bue nepu- N MHTPaBEHTPU-
KYNAPHbIX, CYOKOHBIOHKTVBAJIbHBIX 1 CYyOpeTUHANbHbIX KPOBOU3UAHNIA, reMOTOPaKCa,
XKeJlyoYHO-KULIEeYHOro KpOBOTEYEHUSA 1 KedanoremaTom.
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B Hawem nccnefoBaHNN KNMHMYECKUE MPOABIEHMA TaKXe Masio KoppennpoBann C
YpOBHEM TPOoM6OLIMTOB: Npu YpoBHe TpoMboumToB 50-150%10°%/n 13 31 pebeHka KNnHM-
yeckne npoasneHus 6on y 7 (22,6%), npu Taxxenon TpombouutoneHnn n3 10 cnyyaes
KnunHnyeckune npossneHmns 6oinm y 3 (30,0%) petei, p=0,683. YacToTa KNUHNYECKM 3Ha-
UMMbIX KPOBOTEUEHMI TaKXKe He OT/IMYanach: Npu ypoBHe TpombouumTos 50-150x10%/n —
5 (16,1%), npwu Taxenon TpombouuToneHun — 2 (20,0%) geten, p=1,0. Mo pe3synbratam
UMEIOLLMXCA NCCIefOBaHNA YPOBEHb TPOMOOLIMTOB Masio acCoLMUPYETCA C KNMMHUYECKU-
MU NPOABNEHUAMN reMopparmyeckoro cmHapoma [19]. Xota Heob6xoanMmMo OTMeTUTb KC-
cnepoBaHue Peng et al., cornacHo KOTOPOMY Y HOBOPOXIEHHbIX C OUEHb TAXKENOW TPOM-
6ouunToneHuen (<30x10°/n) yacToTa KOXXHOFO reMOpPParnyecKkoro CMHAPoOMa 6Obina BbiLLe,
yeMm y HOBOPOXAEHHbBIX C ypoBHeM TpombounTos 31-50x10°/n [20].

TakXe KnMHWYecKne MNpPOoABMEHUA remopparMyeckoro CMHAPOMa MNPUHLMMINANBbHO
He 3aBUCENN OT CPOKOB BO3HNKHOBEHMA TPOMOOLIUTONEHUN: MPY PaHHER TPOMOOLUTO-
NeHnn KNMHUYeCcKne NPoABeHNA 3aperncTpnpoBsaHbl y 7,3% (3) geten, npu nosgHen —
y 17,1% (7), p=1,0. OTnnuna He o6HapyeHbl 1 B OTHOLLIEHUWN KIIMHUYECKN 3HAYNMON KPo-
BOTOUMBOCTW: NpY paHHeM Hauvane 14,3% (2) npotus 18,5% (5) npn no3gHem, p=1,0.

Mbl npoaHanu3npoBann BANAHWE HEQOHOLWEHHOCTN 1 Beca NP POXAEHUN Ha PUCK
peanusaummn KIMHMYeCKUX NpoaBeHni TpombounToneHnn. B rpynne 6e3 KnuHnueckmx
nposasneHuin (scero 31 pebeHoK) HegoHoOLWEHHbIX 6bin0 48,4% (15), B rpynne ¢ KNuHuYe-
ckumum npossneHuamu (Bcero 10 petein) — 30,0% (3), p=0,467. CpegHuii Bec B rpynnax oo
cooTBeTCTBEeHHO 2534,5 (852,9) r 1 3184,6 (1165,9) r, p=0,129. CywecTByI0T fl@aHHbIE O TOM,
UTO MCnonb3oBaHne pedepeHCHbIX 3HaUYeHNI YPOBHA TPOMOOLTOB Y HEAOHOLLEHHbIX
MOXET MPUBOAUTL K MMNepAanarHoCTUKe HeoHaTanbHOM TpoMbouutToneHnn. Mol npume-
HUNW HOPMbI, NpeAaNiaraemble No pesynbratam nccnegosaHna Wiedmeier et al.: pna geten,
POXAEHHbIX Ha CpoKe rectaumn <32 Hep. — 104x10°%/n, ana peten, PoXKAEHHbIX Ha CPoKe
rectaumm >32 Hep., — 123x10°/n [21]. B 5Tom cnyyae u3 18 HeJOHOLLIEHHbIX AeTel YPOBEHb
TPOMOOLIMTOB MOXHO CUNTaTb HAXOAALMMCA B Npefenax BO3pacTHON HopMbl y 38,9% (7),
npwu 3Tom OyaeTt ncknoyeH oanH pebeHoK C remopparnyeckum CUHAPOMOM, YacToTa Kiu-
HUYECKUX NPOABIIEHNI Y OCTaBLUUXCA feTel cocTaBuT 18,2%.

Mo HeKoTOpPbIM AaHHBIM, FeMoppParnyeckmii CUHAPOM Npun TpombéoLUTONeHUN B 60/1b-
LIeN CTeNeHn XapaKTepeH Ana aeteli ¢ cencucom [22]. B Halel BbIGOpKe TONbKO Y OQHOTo
pebeHKa Ha poHe HeoHaTaNbHOrO Cencuca Pa3BuUICA reMopparMyecknin CUHLPOM, ofHa-
KO OH 6bIn npoasneHvem [BC-cnHapoma.

MaToreHeTnyeckoe neyeHue (BHYTPUBEHHbIE UMMYHOTNIOOYNUHBI N/UAK TNOKOKOP-
TUKocTepoudbl) nposeaeHo 12,2% (5) peten. B 7,3% (3) cnyyaeB npoBefeHa 3amecTu-
TesflbHaA Tepanua TPOMOOKOHLeHTpaToM. Kpome Toro, Tepanus BKoYana npumeHeHne
NHrM6UTOPOB PUbpPUHONM3a (14,6% — 6), CBEXKE3aMOPOXKEHHON Mnasmbl (4,9% - 2), 3ame-
CTUTENbHbIX reMoTpaHchy3nii spuTpoLMTapHON Mmacchl (4,9% - 2). Mpodunaktuka remop-
parunyeckol 60ne3Hn HOBOPOXKAEHHBIX NpoBeaeHa 12,2% (5) peteit. MepcnctmpoBaHue
TpombouuToneHun fonblue 2 Hef. oTMevanock B 19,5% (8) cnyuaes.

B 3AKJTIOYEHWE

TpOM6OLI,VITOI'IeHVIﬂ Y HOBOPOXAEHHDIX, FTOCNUTAaNM3NpPOBaHHbIX B OTAeNIeHEe NaTo-
nornun, BCctpeyaeTca C 4O0CTaTOYHO BbICOKOW YacToTon — 2,6%, Yalye C MO34HMM Hayanom
N yMmepeHHbIM CHUXeHNEM YPOBHA TpOM6OL|,I/ITOB. I'Ip|/| 3TOM TpOM6OLI,I/ITOI'IEHI/IF| conpo-
BOXAaeTCA KINHNYECKNMN NPOABNIEHNAMUN TOJIbKO B YETBEPTU CJlyYaeB HE3aBNCMO OT
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HeoHaTanbHaa TPOMOOLUTONEHMNSA B PeanbHOW KIIMHNYECKOWN NPAKTUKe

YPOBHA Tp0M6OLI,VITOB. B 60nblumHCcTBE cny4daeB anAa HeoHaTaNlbHOM TpOM6OLI,VITOI'IeHI/II/I
XapaKTeEPHO CNOHTaHHOE pa3peleHne, ogHako OKOJ10 10% cny4vyaeB Tp66)/ET 3amMecTun-
TeJIbHbIX FEMOTpaHC¢y3I/IIZ nnposegeHnAa natoreHeTn4YeCKoro nevyeHnA.
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Pesiome

Lenb. /3yuntb 3nMaeMrnonoruio KIAMHUYECKN 3HauyMMbIX MUKPOOPraHU3MOB, Bbi3biBa-
IoWnx MHOEKUNKN, CBS3aHHble C OKasaHWeM MeauumHckon nomowwm (MCMM), 3a 2019-
2020 rr. B OTAENIEHNN aHeCTe3MONOMN 1 peaHMauny foMeNibCKon 06/1acTHON AETCKOM
KNMHUYECKOWN 6ONbHNLbI: MUKPOOUONOrMYECKNIA MOHUTOPUHT 3a natoreHamu VICMI u
onpepesieHne CnekTpa YCTONYMBOCTA MATOFEeHOB K aHTUMMKPOOHLIM NpenapaTtam Ans
JanbHelwen pa3paboTKn paUMoHaNbHOM CTPATErnn U TaKTUKN UX MPUMEHEHMA.
Marepuanbl n metoapl. [TpoBeeH peTpoCneKTUBHbIN aHann3 117 MeaANUNHCKNUX KapT
nauneHTOB B BO3pacTe OT 7 CYTOK A0 2,5 rofa, HaxoAMBLUNXCA B OTAENIeHUN aHecTe3no-
norum n peaHmmaumm ¢ aHeapa 2019 roga no mapt 2020 roga, BkNo4vasa 15 netanbHbIX
cnyyaeB. Bce faHHble 66111 cOBpaHbl U NPoaHanu3npPoBaHbl C UCMOMNb30BaHNEM CTaTUCTK-
yeckoro nakerta Statistica 13.0 ¢ yueTom 3HauMMOCTV pasnnuun npu p<0,05.
Pesynbratbl. OcHoBHble Bo36yautenu MCMI (B cTpyKType KoTopbix npeobnaganu BAIM):
Pseudomonas aeruginosa, Candida spp., Klebsiella pneumoniae n Enterococcus faecium.
JnutenbHocTb Tepanuu coctaBuna 13,5+3,25 cyToK 1 3aBuUcena oT KNnHnYeckom sddek-
TUBHOCTY, BKNtouyan perpecc CMNOL n cHuxkeHne 6akTepuanbHoOro obcemeHeHns. AHanms
UyBCTBUTENbHOCTM K aHTUOMOTMKaM NoKa3ar, YTo 3GpHEeKTUBHOCTb aMMULUIIAINHA U aMOK-
CMKNaBa 3HaunTenbHO cHM3unach B 2020 rogy no cpaBHeHwuio ¢ 2019 rogom. B yactHocTy,
aMnuumnIvH npogemoHcTpuposan 100% 4yBCTBUTENBHOCTL B NepBoi rpynne (2019 roa)
no cpaBHeHnto ¢ 60% Bo BTOpOI rpynne (2020 roa), a amokcnknas — 100% npotume 49%.
Ina Pseudomonas aeruginosa u Klebsiella pneumoniae He 6b1510 BbIABNEHO CTaTUCTUYe-
CKMN 3HAUMMBIX Pa3Nnunii B YyBCTBUTESIbBHOCTU K aHTUOMOTUKAM, YTO MOXET cBUaeTeNb-
CTBOBaTb O CTabMSIbHOCTA UYBCTBUTENIbHOCTM 3TUX NaTOreHoB. Pe3ynbTaTthl nogyepKu-
BalOT HEOOXOAMMOCTb MOCTOAHHOIO MOHUTOPWHIA MUKPOGHbIX NMaTOreHOB 1 afjanTalumu
TepaneBTUYECKMX CTPATErMI B YCNOBMUAX N3MEHSAIOLLEroca natoreHesa MHbeKL .
3akntoueHune. OLeHKa STUONOMMYECKON CTPYKTYPbl MHOEKLMNIA Y HOBOPOXKAEHHDBIX 1 feTel
MoKasblBaeT npeobnafaHve NonMpe3nCTEHTHbIX LITAMMOB rpamoTpurLaTesibHbIX 6akTepui,
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B OTAENEHNAX UHTEHCMBHOWN TEPANMK ANs AETEN N HOBOPOXAEHHbIX

Takux Kak Pseudomonas aeruginosa 1 Acinetobacter spp. ®akTopbl prcKa BKOYaIOT ro-
CNUTaNM3aumio 13 APYrMx CTauMOHAPOB, NPEALLECTBYIOLLYI0 aHTUMUKPOBHYIO Tepanuio 1
VMMYHOJTOMMUYECKYI0 HECOCTOATENIbHOCTb. [peanoxeH MynsTUANCLUMIMHAPHDIA NOAXOA K
nNpodunakTrKe NHGEKLMIN, CBA3aHHBIX C OKa3aHNEeM MEAVLIMHCKON NMOMOLUM.

KnioueBble cnoBa: MHdEKLUY, CBA3aHHbIE C OKa3aHWeM MegULMHCKOW MOMOLLM, SMu-
OEMUOSIOTUSA, MUKPOOMONOrMYECKU MOHUTOPUHT, aHTUMUKPOOHasA Tepanus, Monu-
pe3nCTeHTHbIE LUTaMMbI
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Abstract

Purpose. To study the epidemiology of clinically significant microorganisms causing
nosocomial infections (NI) for 2019-2020 in the Department of Anesthesiology and
Intensive Care of the Gomel Regional Children’s Clinical Hospital: microbiological
monitoring of nosocomial pathogens and determining the spectrum p resistance of
pathogens resistance against antimicrobial drugs for further elaborating a rational
strategy and tactics of their use.

Materials and methods. A retrospective analysis of 117 medical records of patients aged
7 days to 2.5 years who stayed in the Department of Anesthesiology and Intensive Care
from January 2019 to March 2020, including 15 mortality cases, was carried out. All data
were collected and analyzed using Statistica 13.0 statistical package, considering the
significance of differences at p<0.05.

Results. The main causative agents of NI (in the structure of which VAP prevailed):
Pseudomonas aeruginosa, Candida spp., Klebsiella pneumoniae and Enterococcus
faecium. The duration of therapy was 13.5+£3.25 days and depended on clinical efficacy,
including regression of SPOD and reduction of bacterial contamination. Antibiotic
sensitivity analysis showed that the effectiveness of Ampicillin and Amoksiklav
decreased significantly in 2020 compared to 2019. In particular, Ampicillin showed 100%
sensitivity in the first group (2019) compared to 60% in the second group (2020), and
that of Amoksiklav was 100% versus 49%. For Pseudomonas aeruginosa and Klebsiella
pneumoniae, no statistically significant differences in antibiotic sensitivity were detected,
which may indicate stability in the sensitivity of these pathogens. The results highlight
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the need for continuous monitoring of microbial pathogens and for adapting therapeutic
strategies in the context of changing in infections pathogenesis.

Conclusion. The assessment of the etiological structure of infections in newborns and
children shows a predominance of polyresistant strains of gram-negative bacteria, such as
Pseudomonas aeruginosa and Acinetobacter spp. Risk factors include hospitalization from
other hospitals, prior antimicrobial therapy, and immunological failure. A multidisciplinary
approach to the prevention of infections associated with medical care providing is
proposed.

Keywords: nosocomial infections, epidemiology, microbiological monitoring,
antimicrobial therapy, polyresistant strains

B BBEAEHWE

Mpobnema MHpeKLUII, CBA3AHHbBIX C OKa3zaHUeM MeauumnHckon nomowm (MCMIM), B no-
cnefHue rogbl NpeacTaBnAeT cobol OfHY U3 Cepbe3HbIX NPO6IEM COBPEMEHHOIO 3Apa-
BOOXpaHeHUs Bo BceM Mupe. UCMI — 370 efniHbI 06beauHSAIOWNI TEPMUH A1 0603Ha-
YyeHuA rpynnbl MHPEKL I, B KOTOPbLIN TPaHCGOPMUPOBANOCh COBPEMEHHOE NpefcTaBe-
H1e o0 BHYTPUOONbHNYHBIX NHdeKUMaxX (BEBW). B page opuumanbHbiX JOKYMEHTOB TaKXe
ncnosnb3yetcs TepmnH BEW (BBU aBnsieTca aHanorom 3apybexkHoro TepmuHa health care-
associated infections (HALs)) [1-3]. UCMIT Bo3HMKalOT B MMPOBOM MacLuTabe v 3aTparuBa-
IOT BCE CTPaHbl BHE 3aBUCMMOCTY OT CTeneHu nx pa3sutua. PacnpoctpaneHHocts UCMIM B
CTpaHax C BbICOKMM YPOBHEM [10X0fa COCTaBNAeT OKono 7,5%, MO faHHbIM APYTMX NCTOY-
HWKOB, 5,7%-7,1% B EBpone 1 4,5% B CLUA, B TO Bpems Kak B CTpaHax C HU3KUM 1 CPeAHUM
YPOBHEM [1OXO[a YPOBEHb PACNpPOCTPAHEHHOCTU KonebneTca oT 5,7% fo 19,2%. YpoBeHb
pacnpoCTpPaHEeHHOCTM Pa3finyaeTCA B Pa3HbIX CTPaHaX B 3aBMCUMOCTI OT BO3MOXKHOCTEN
npodunakTnkn n KoHTpona nHédekuni [4, 51. B EBpone n CeBepHoli AMepuKe, Mo OLieH-
Kam, 12-32% VNCMI1 nprBogAaT kK cmeptu. OgHako TouHble Lundpbl UCMI B Kaxkgon cTpaHe
rnoka Heun3seecTHbl [6-8]. B Pecnybnuke benapycs MUCMIT peructpupyetca y okono 25% ro-
CNUTANM3NPOBAHHbIX, B TOM UMC/e B OTAENEHNAX MHTEHCUBHOM Tepanuu — 40%, 4To npu-
BOAMT K YBEJIMYEHMIO CPOKa NPebbiBaHMA B CTaLMOHape B cpefHeM Ha 5-6 aHel [9].

Co3faHme oTAeneHUn UHTEHCUBHOW Tepanuu U peaHUMauny, OCHALLEHHbIX COBpe-
MeHHbIM 060pyAOBaHKEM 1 KBaNUOULMPOBAHHbBIM NMEPCOHANIOM, 3HAUMTESIbHO MOBbLICUIIO
KauyecTBO MefMLNHCKOM NOMOLUM AeTCKOMY HacesleHto, B TOM YMCie HOBOPOXKAEHHbIM.
OpHako, HECMOTPA Ha AOCTUrHYTblE YCNexu, B TaKNX OTAENEHUSX NO-NPeXHeMy Habsto-
[aeTca BblcoKas pacnpocTpaHeHHocTb ICMI. Hanbonee yacTbiMm ABRAIOTCA KaTeTep-ac-
COLMMPOBaHHbIe MHPEKLMN KPOBOTOKa (25-30%), BEHTUNATOP-aCCOLMMPOBAHHbIE NMHEB-
MOHUM (20-25%), KaTeTep-accoLMMpPOBaHHble NHPEKL MM MOUYEeBbIBOAALMX NyTel (15%) n
NH}eKUMN, CBA3aHHbIE C XMpPYypruyecknmmn Bmelnatenbcteamu (11%) [6, 7, 101.

Y naymeHTtoB ¢ UCMI1 B KNIUHNYECKOM U 3MNAEMNONOTMYECKOM acMNeKTe BaXKHO CBOE-
BPEMEHHO BblAENUTL BO36yAuUTeNA 3abonesaHus, 4to No3sonaeT 6onee 3GPeKTMBHO 1
pauroHanbHO NPOBOANUTL aHTMOaKTepUuanbHyto Tepanuio. OgHako npobema KayecTBeH-
HOW MUKPOBUONOrMYEeCKON ANAarHOCTUKM CBA3aHa C LiefbIM KOMMEKCOM TpyaHOCTeN. 3a-
YacTylo He CO6/I0AAITCA METOAMKMN B3ATUA 1 YCIOBUA AOCTaBKM GUONOrMyeckmx matepu-
asfoB B labopaTopuio, COXpaHAETCA TPAAMLMOHHO HM3KaA CTeNeHb Koonepauum mexay
BpavYaMu-KINMHULMCTaMM U MUKpobronoramm. OueBuiHa HexBaTka cepTUPULMPOBAHHbBIX
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nabopatopuii, paboTatoLmx No MUPOBbLIM CTaHAAPTaM ANArHOCTUKM N UMEIOLLIMX BO3MOX-
HOCTb KPYrNOCYTOYHOWM PaboThbl, yUnUTbIBasA HECTOMKOCTb MHOTMX MUKPOOHbIX areHToB B
OKpy»atolLiel cpefie, BK/loUana COBPEMEHHYI0 KoHLenuuio nabopaTtopHoii sKcnpecc-gua-
rHocTukm (POCT - Point-of-Care-Testing), uTo 3HauMTe/IbHO COKpPALLAET BPeMA TPaHCNop-
TUPOBKU 06pa3LoB bronornyeckoro mateprana B 1abopaTopuio, CHUXKaeT BpeMsa obpa-
60TKM NPo6 1 Nepefayn pesynbTaTos.

B LEJTb NICCNEOQOBAHKA

M3yunTb annaeMnonornio KNMHMYECKN 3HaunMbIX MUKPOOPTraHU3MOB, Bbi3blBatOLLNX
MCMN, 3a 2019-2020 rr., B OTAENEHNM aHECTE3MONOMUN U peaHUMaLmm fomenbckon 06-
NACTHOWN OEeTCKOM KMHMYECKOW 60MbHULbI: MUKPOOMONOrMyecknii MOHUTOPUHE 3a na-
ToreHamu MICMI n onpepeneHne cnekTpa yCTOMUYMBOCTU NAaTOFEHOB K aHTUMUKPOOHbIM
npenapatam Ana aanbHelnwen pa3paboTky paLMoHanbHOM CTpaTernm U TakTUKKN UX Npu-
MEHeHUs.

B MATEPWAJIbl U METObI

MpoBeneH peTpocneKkTUBHbIN aHanm3 117 MeauUMHCKNX KapT CTaLMOHapPHbIX NauneH-
TOB B BO3pacTe OT 7 CYyTOK A0 2,5 roaa (M3 HUX HegOHOLWEeHHble HOBOPOXJEeHHble CoCTa-
Bunn 70% (60 naumeHToB)), HAXOAMBLLMNXCA Ha NIEYEHUN B OTAENEHNN aHECTE3NONIOTNN 1
peaHumauumn (OAUP) lomenbckol obnacTHOM feTcKon KnnHuyeckom 6onbHuubl (FTOOKB)
¢ AaHBapsa 2019 roga no mapt 2020 roga, BkoYada 15 netanbHbix ciydvaes. MaumeHTbl €
pasnMyHbIMU COMYTCTBYIOLWMMM 3a00NeBaHMAMM, MHAEKCAMW OLIEHKM TAXKECTU COCTOAHNA
no wkanam SAPS-II, APACHE-II, pexxnmamn cTapTOBOWM aHTUMUKPOOHON Tepanun (AMT),
rocnutanusnposaHHble B OAUNP FTOLKB 13 npuemHoro otgeneHus, npodunbHbix otaene-
HUIM UAW TPAHCNOPTUPOBAHHbIE U3 APYIUX CTaLMOHAPOB (OTAeNeHUIN A1A HEAOHOLLEHHbIX
HOBOPOXAEHHbIX, UHTEHCUBHOW Tepanun, [ETCKOW XMPyprum ctaumoHapos |-V TexHono-
rMYecKnX ypoBHem).

Mo cTpykType natonoruii: nauneHTbl ¢ XOBJ1 - 24% (21 naumneHT), XPOHUYECKNE KaHio-
neHocutenn — 6% (5 nayneHTOB), 4eTK C COMeTaHHOW naTosioruen (BpoXAaeHHbIe MOPOKM
pa3BUTUA CepALa, FOJIOBHOMO MO3ra, KMLWEYHMKa, XPOMOCOMHble 6onesHun) — 65% (56 na-
LIMEHTOB), YaCTb NaLMEHTOB OTHOCKIACh CPa3y K HECKONTbKUM rpymnnam.

Bcem naumeHTam npoBoamMnacb WHBa3MBHAA WMCKYCCTBEHHaA BEHTUAALMA Nerkux
(MBJ1), a TakKe GakTepuoNiOrnyeckoe MUcciefoBaHMe acnupaTta M3 Tpaxeu N KOHTPONb
ypoBHa C-peaktuBHoro 6enka (CPB) kaxpgble Tpu AHA. [lnarHocTmka BeHTUNATOP-acco-
LMNPOBAHHOW MHEBMOHUMN OCHOBbIBaNIAaCh Ha OLEHKE KIIMHNYECKOW LKaNbl MHPEKLMOH-
Holn neroyHow natonorun (CPIS, Clinical Pulmonary Infection Scores) 1 pekomeHzauuax
LleHTpoB no KoHTponto 1 npodunaktuke 3aboneaHmin (CDC). NMHeBMOHMA cumMTanacb
NOATBEP>KAEHHOW HAa OCHOBaHMM PETPOCMEKTUBHOIO aHanm3a, ecnun 3HayeHme CPIS npe-
BbllWaso 8 6annoB C HaNMUYMEM OLHOIO AOMONHUTENBHOIO Kputepus nnm 6onee 6 6annos
C OABYMA OOMOJHUTENbHbIMK KpuTepuamn. NMHeBMoHNA KnaccnduumpoBanacb Kak «He-
onpepneneHHas» Npu PeHTreH-HeraTMBHOWM KapTUHE NErkux.

Mpu KoNMYeCcTBEHHOM M KaueCTBEHHOM aHasv3e YyBCTBUTENIbHOCTY K aHTUbaKTepu-
anbHbIM MpenapaTtam 6bin BbigeneHbl cegyoLme rpynnbl CpaBHEHUA Cpean nauuneH-
TOB OTAENIeHNA aHecTe3noNorMm n peaHnmauun: B 1-1o rpynny (n =64) Bownun nayueHTbl
2019 roga (peTpocneKTUBHOro aHanm3a ncTopuin 6onesnun), Bo 2-to rpynny (n=53) - naym-
eHTbl 2020 ropa (peTpocneKTUBHOIO aHann3a NCTopuin 6onesHn).
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Kputepuu BKNtoYeHMA NaLMeHToB Ana ctatuctudeckoro aHanusa ICMIM y geten:

1. OmnarHos: noaTsepxaeHHble cnyyan MCMIT.

2. Tun MegUUNHCKON NpoLefypbl: BKIOUEHKEe TONbKO TeX CllyyaeB, KOTopble CBA3aHbI C
onpepeneHHbIMM MegUUMHCKUMI NpoLeaypamin: KaTeTep-acCoLMnMpoBaHHble NHdEeK-
umm KposoToka (KAUK); BeHTMNATOp-accoummpoBaHHaa nHeBMoHUA (BAI); kaTeTep-
accounmpoBaHHasa nHbekuma moyesbiBoaawmx nyten (KAVM); nHdeKkumn, ceA3aHHble
C XMPYpPruyeckrM BMeLlaTenbCTBOM.

WcknioueHne nuHdeKunin, He OTHOCALLMXCA K BbllLeyKa3aHHbIM KaTeropusam.

3. AHTUMKKpOGHasA TepanuaA: NaLMeHTbl He AOMKHbI NONyYaTb aHTUMUKPOOHYIO Tepanuio
[0 NOCTYNNeHNA B MeULMHCKOE YUpexaeHue.

4. Bpemsa HabnogeHnA: HabnoaeHWe 3a NaUneHTamMm NPOBOAUNIOCH B TeueHue 30 aHen
nocsie XMpyprmyeckoro BMeLlaTenbCcTBa U/unn B TedeHme 48 4yacoB Nocsie yCTaHOBKU
KaTeTepa nnu nepesoga Ha VIBJ1.

5. WcknioueHune apyrux npuumH nHdeKunii: fOMIKHO ObiTb JOKYMEHTUPOBAHO UCKoYe-
HUWe anbTEPHATUBHbIX NPUYMH UHPEKLMIA C MCNOSIb30BaHMEM KIMHUYECKUX 1 labopa-
TOPHbIX JaHHbIX, BKOYasA pe3ynbTaThl MMKPOOMOIOrMYeCKNX UCCNeAoBaHUA 1N Kiu-
HNYeCKNe OLEHKMN.

6. MeTtop AMArHOCTMKIN: UCNONb30BaHME CTaHAAPTM3NPOBAHHBIX U BaTMANPOBAHHbIX Me-
TofoB AnarHoctukm MCMII, BKAtoyaa MMKpoburonornyeckme NccieqoBaHnia v KNMHW-
yeckme KpuTtepuu.

7. Cornacme poguteneit: Hannune UHGOPMUPOBAHHOIO COrfacusa OT poauTenen unm
OMNeKyHOB Ha MCMONb30BaHKe AaHHbIX NaLMeHTa B NCCNeOBaHNN.

8. KauecTBO fJaHHbIX: BKOUEHME TONbKO CJlyvyaeB C NOJSIHbIMU 1 [OCTOBEPHLIMU Mefu-
LUMHCKAMUN 3anucAMK, COOTBETCTBYIOLMMM YCTAaHOBMIEHHBIM KPUTEPUAM MOSHOTbI U
KauyecTBa AaHHbIX.

Bce gaHHble 6bInn cobpaHbl 1 MPoaHaNM3MPOBaHbl C MCMOMb30BaHMEM MaKeTa CTaTu-
cTnyeckmnx nporpamm Statistica 13.0 (Trial version). Pasnuuna cuntanncb CTaTUMCTUYECKN

3HauuMbIMK npwm p<0,05 [11].

B PE3YNbTATbl U OBCYXOAEHNE

MauneHTbl 6€3 KONOHU3aLUMM HUXKHUX AbixaTenbHbix nyTer (HAM) coctaBunu 25% (29),
¢ KonoHusauuen HAM - 75% (88); KAVM Habnioganacb B 13% cnyvaes (15), KAUK - B
21% cnyyvaes (25), BAI - y 95% naumneHToB (111), B TOM Yncne «peHTreH-HeraTuBHas»
nNHeBMOHMA y 5% nauueHToB (6), pa3BuUTME CUHAPOMA MOMMOPraHHON AMCPYHKLMM
(Crofb) s 21% cnyuvaes (25), HO30KOMMaNbHONO CUHEFHOMHOIO CercKca C IeroYHon ae-
cTpyKumen B 6% (7). MaHndbectauma BAI (111) B cpoke fo 5 cyTok oTmeueHa y 18% (20),
6-14 cyToK y 52% (58), cBbiwe 15 cyToK y 30% (33) nauymeHToB. Y 60% ymepLuinx nauu-
eHToB (9) Habnoganacb atpodua BUNOUYKOBOW enesbl, y 40% (6) nedekT KnetouHoro/
rymMmopasbHOro 3BeHa MMMYHHOrO oTBeTa (pe3koe cHuxeHune IgA2, IgB1, 2, BpoxaeHHas
CMV, EBV-nHdekuus). B ctpyktype Bo36yputenein BAIN npeobnaganu: Ps. aeruginosa,
Candida spp., KI. pneumoniae, Enterococcus faecium: y 88 nauveHToB Habnoganvcb
MUKpobHble accoumaumn (Ps. aeruginosa + KI. pneumoniae), y 19 nauneHToB 6bin Bbi-
cesAH Acinetobacter spp., y 10 naumeHTOoB BbicemBanacb Candida spp., y 7 nauyueHTos
Enterococcus faecium. Y nauneHTOB C fieTanbHbIM MCXO40OM Mpeobnafany B paBHO CTe-
nexm Ps. aeruginosa u Kl. pneumoniae, ux couetaHme. AnntenbHOCTb Tepanumn CoCTaBu-
na 13,5£3,25 cyToK 1 onpefenanacb KnnHudyeckon a¢pdeKTMBHOCTbIO Tepanuu (perpecc
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Ta6nuua 1
KnuHunyeckune xapakrepucTukm nayueHTos ¢ BAM n nx mukpo6uonornyeckunii npopunnb
Table 1
Clinical characteristics of patients with VAP and their microbiological profile
MNapametp 3HauyeHue | MpoueHT (%)
MaymneHTbl 6e3 KonoHusauu HAM 29 25
MauneHTbl ¢ KonoHnzaunen HAM 88 75
MaHudecrauunsa BAMN (Bcero 111 cnyuyaes)
— [0 5cyToK 20 18
- 6-14 cyToK 58 52
— cBbllwe 15 cyTOK 33 30
ATpOodUA BUIOUYKOBOW Xene3bl y yMepLInX nauneHToB 9 60
[ebeKT KneTouHoro/rymopanbHOro 3BeHa UMMYHHOTO OTBETa 6 40
Bo36yaurtenn BAIN
— Ps.aeruginosa Mpeo6nagatowmin
— Kl pneumoniae Mpeo6nagatowmin
— Candida spp. 10
—  Enterococcus faecium 7
—  MukpobHble accoumauumm (Ps. aeruginosa + KI. pneumoniae) 88
— BblgeneHue Acinetobacter spp. 19
MawneHTbI C NeTanbHbIM NUCXO[0M 15 13
—  Ps.aeruginosa u KI. pneumoniae gs:sggiﬂ::;sm
[OnuTtenbHOCTbL Tepannn 13,543,25
CyTOK

CNOJ, cokpalyeHrie MHGUABTPALNK B JIETKUX, CHXKEHWE NIOTHOCTU 6aKTepranbHOro o6-
cemeHeHusA (KOE/mn) MOKpOTbI, peayKkuus pexumos UBJ (tabn. 1).

Kak BuaHo un3 1ab6n. 2, Candida spp. 3aHUMaeT AOMMHUPYIOLLEE MOJIOXKEHNE B OTAE-
NEHNAX aHeCTe3noNorMn N peaHnmaumm. 3aboneBaemocTb B APYrnx OTAENEHMAX TakxKe
OCTaeTcs BbICOKOW, 0CO6eHHO B nepmaTpuueckom. Staphylococcus aureus gemMoHCTpU-
pyeT 3HaunTeNIbHOE KONMYECTBO C/lyYaeB BO BCEX OTAENEHUAX, C HaMBbICLLIMMWN NOKa3a-
TeNnsAMU B AETCKOM xupyprudeckom otgeneHuu. Klebsiella spp. ocobeHHO BblpaxeHa B
neamaTpUYECKoM OTAENEHMMN ANA HOBOPOXKAEHHDIX, @ TakXKe MMeeT BblCOKME NnokasaTe-
nn B Apyrux otaeneHuax. Pseudomonas aeruginosa AeMOHCTPUPYET ABHbIA POCT Clyya-
€B B OTAESIEHUMN aHeCTE3MOMNOMMN 1 peaHMMaL K, a Takxe B nop-otgeneHun. B uenom B
2020 ropy HabntogaeTcA 3HaUMTENbHOE yBEMUYEHME KOMIMYECTBA CllyYaeB Mo CPaBHEHUIO
€ 2019 rogom, YTO MOXeET YKa3blBaTb Ha U3MEHeHNA B naToreHese MHGEKUUN unu B yc-
NOBUAX IeYeHUs NaLMeHTOB AETCKOro Bo3pacTta. OTW AaHHble nogyepKuBaoT Heobxoau-
MOCTb MOCTOAHHOrO MOHUTOPUHIA MUKPOOHbIX MATOFEHOB 1 UX OLEHKW AN1A afeKBAaTHOMO
BblOOpa TepaneBTUYECKUX CTPATErNNA.

Ncxopa 13 gaHHbIX Tabn. 3, CTaTUCTUYECKM 3HAUUMBbIE Pa3NIMuMA NO YyBCTBUTENBHOCTU
6bITn cnepyoWMMU: amnnumnanH — 100% (n=43) 1-a rpynna B cpaBHeHWM CO 2-1i rpyn-
now 60% (n=27), p<0,001, cnna cBa3n — cunbHasa. AMokcrknae — 100% (n=43) 1-i rpynnbl
B CpaBHeHWU ¢ 49% 2-i rpynnbl (n=22), p<0,001, cuna cBA3n — cunbHasd. LlepTtasngmum —
63% (n=27) 1-a rpynna B cpaBHeHUn ¢ 31% 2-1 rpynnbl (n=14), p=0,006, cuna cBA3u cpeg-
HAA. Mpu cpaBHeHWMK YyBCTBUTENbHOCTM P. aeruginosa mexay naumeHtTamu 1-n rpynnbl
(2019 rog) n 2-i1 rpynnbl (2020 rof) K crepyloWUM aHTMOaKTEpPUanbHbIM NpenapaTam:
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Ta6bnuua 2
MwuKpo6HbIii cneKTp Bo36yauTeneil, BbigeneHHbIX U3 6nomarepuanos 3a 2019-2020 rr.
Table 2
Microbial spectrum of pathogens isolated from biomaterials for 2019-2020
OTpeneHvie
MUKpPOGHbIii areHT HeBponorunye- nepnartpuye- AeTcKkoe aHecTe3uno-
CKoe 15l HOBO- CKOe AnsA HOBO- | Iop XUpypru- | noruv v pea-
POXKAEHHbIX POXACHHBIX yeckoe HUMaLuu
Candida spp. 35/19 63/40 9/4 9/2 105/42
St. aureus 14/1 45/30 45/8 141/69 91/51
Klebsiella spp. 10/2 55/8 2/0 11/8 69/45
Pseudomonas aeruginosa | 13/0 17/3 61/8 22/4 43/57
Str. pneumoniae 1/1 2/8 16/5 1/1 18/15
E. coli 14/6 44/31 11 74/27 17/15
Enterobacter cloacae 1/0 9/6 1/1 6/2 10/6
Enterococcus spp. 6/0 12/15 0/1 5/2 5/3
Proteus spp. 8/0 2/0 5/0 5/0 10/0
Acinetobacter spp. - - - - 11/8
Bcero 102/29 249/141 140/28 274/118 379/242

uunpododnokcauunH/nesodpniokcaumH, uedennm, aMMKauuH, UMUNEHEM — CTaTUCTUYECKN
3HaYMMbIX Pa3NYMIA BbIABIEHO He 6bl1O.

JaHHble, NpefcTaBneHHble B Tabn. 3, MOAYEPKMBAIOT BaXKHble acneKTbl YyBCTBUTE b-
HOCTU Pa3fINYHbIX MATOreHOB K aHTMOaKTepuasibHbIM NpenapaTtam, YTo MMEeeT 3Hauu-
TeSIbHble KNUHNYeCKne NocieacTBus. Pe3ynbTaTbl NoKasanu, YTo aHTUOUOTUKN, TaKne Kak
aMNUUMANIVH U @MOKCWKNaB, [EMOHCTPUPYIOT BbICOKYIO 3GPEKTUBHOCTb B NEPBOW rpyn-
ne naumeHToB (2019 roa) No cpaBHeHUIO co BTopow rpynnoii (2020 roa). B uactHocTy,
aMnNUUMANMH npoaemoHcTpurpoBan 100% 4yBCTBMTENbHOCTb B MepBon rpynne (n=43)

Ta6bnuuya 3

KonunyecTBeHHbI1 aHanus YyyBcTBUTENbHOCTU P. aeruginosa K aHTn6aKkTepuanbHbIM Npenaparam
mexay nauyneHtamu 1-i rpynnbi (2019 rog) v naymeHtamm 2-i rpynnbi (2020 roa)

Table 3

Quantitative analysis of P. aeruginosa sensitivity to antibacterial drugs between patients of the
1st group (2019) and patients of the 2nd group (2020)

1-a rpynna (n=43) 2-arpynna (n=45) P-value* /

Npenapar Sensitive (S) ‘ Resistant (R) | Sensitive (S) ‘ Resistant (R) | KO3 dununent
CONPAXKEHHOCTN

abconioTHoe KonnyectBo /% | abcontoTHoe KonuyectsBo / % | Mlupcoua (C)*
AMNUUUNANH 43/100 0/0 27/60 18/40 <0,001/0,444
AMOKCUKnaB 43/100 0/0 22/49 23/51 <0,001/0,503
Uunpodnokcaunk/ | ;7,4 26/60 13/29 32/71 0,408/0,112
neBodnoKcaumH
LUedTasngmum 27/63 16/37 14/31 31/69 0,006/0,303
Ledenum 25/58 15/42 17/38 28/62 0,090/0,200
AMUKaUWH 9/21 34/79 11/24 34/76 0,890/0,042
MmnneHem 19/44 24/56 13/29 32/71 0,205/0,157

MprmeyaHna: CpaBHUTENbHBIN aHaNN3 NPOBOAWICA MeXAY 1-11 1 2-1 rpynnamu No YyBCTBUTENbHOCTU K aHTUOAKTEpUanbHbIM
npenapatam; * Sensitive — uyBCTBUTENbHbIN; Resistant — pe3ncTeHTHbIN.
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no cpaBHeHUio ¢ 60% BO BTOpOI rpynne (n=27), c p-3HayeHrem <0,001, 4To yKasbiBaeT Ha
CUJIbHYIO CBA3b MeXay rpynnamu. AMOKCMKNaB Tak»Ke nokasan 100% 4yBCTBUTENIbHOCTb
B MepBOV rpynne no cpaBHeHuIo ¢ 49% BO BTOPOW rpymnmne, C TeM Xe p-3HavYeHem 1 CUslb-
HOW CBA3bI0. ITW pe3yNbTaTbl NOAYEPKMBALOT, YTO 3GHEKTUBHOCTb JaHHbIX aHTUONOTUKOB
3HauMTenbHO cHM3unacb B 2020 rofy, UTO MOXET BbITb CBA3aHO C U3MEHEHWAMY B NaTore-
He3e MHGEKL I UNx C NOABEHNEM YCTOMUYMBOCTUN K aHTUOMOTUKAM.

Ncxopa u3 pgaHHbIX Tabn. 4, CTaTUCTMYECKN 3HauMMble Pas3nnuva Mo YyBCTBUTESNb-
HOCTU 6bIIN CnepyoLWMMKU: aMOKCuKnae — 77% (n=33) 1-i rpynnbl B cpaBHeHUU ¢ 51%
2-n rpynnbl (n=23), p=0,023, cuna cBA3un — cpepHas. Ledtasngmum — 70% (n=30) 1-a rpyn-
na B cpaBHeHUN ¢ 29% 2-n rpynnbl (h=13), p<0,001, cnna cBa3n cpeaHan. Mpu cpaBHeHUN
mexay naumeHtamm 1-i rpynnbl (2019 rog) n 2-i rpynnbl (2020 rog) 4yBCTBUTENbHOCTN
KI. pneumoniae K cnegyowmm aHThbaKTepuanbHbIM NpenapaTam: amnuuuIanHy, LUu-
npodnokcaunHy/nesodpnokcaunHy, uepTpuakcoHy/uedoTakcumy, ammkaLuHy, UMmnneHe-
My — CTaTUCTUYECKM 3HAUMMBbIX Pa3Nunii BbIABIEHO He Obino.

LledTasnamm nokasan cpefHioo CBA3b Mexay rpynnamu, ¢ 63% 4yBCTBUTENbHOCTbIO
B nepson rpynne (n=27) n 31% Bo BTOpOM rpynne (n=14), p=0,006. 3TO TakXe YKa3bl-
BaeT Ha TEHAEHLUMIO K CHUXKEHUIO YYBCTBUTENbHOCTU, XOTA 1 MEHEE BbIPAXKEHHYIO, YeM Y
aMnuuMIYHa U aMOKCMKNaBa. BaXXHO oTMeTUTb, YTO NPW CpaBHEHUUN YYBCTBUTENbHOCTA
Pseudomonas aeruginosa K aHTMb6aKTepmanbHbIM NpenapaTam Mexay rpynnamu He 66110
BbIABNIEHO CTAaTUCTUYECKM 3HAUMMbIX PA3NMYNiA Af1A NPenapaToBs, TakMX Kak Lunpodnok-
cauuH, neBodnokcauuH, uepenmm, ammkaumH N MMUNEHEM. DTO MOXET CBUAETENbCTBO-
BaTb O CTabMIIbHOCTY YYBCTBMTENbHOCTM 3TOrO NaToreHa K JaHHbIM aHTMOUOTUKaM B pac-
CcMaTprBaeMbI NEPUOA,.

AHanoruyHole pesynbTaTbl ObiN NOMyYeHbl NPU CPaBHEHWUM YYBCTBUTENIbHOCTU K
aHTnébuotukam Klebsiella pneumoniae. HecmoTpa Ha OTCyTCTBME CTaTUCTMYECKU 3Ha-
YMMbIX Pa3NNUMIA ANA aMNULWINIMHA, uunpodniokcaumHa, LedTpuakcoHa, ammkaumHa

Ta6bnuua 4
KonunuyecrBeHHbI1 aHanu3s yyBcTButenbHoctu Kl. pneumoniae K aHTU6aKTepnanbHbiM Npenapartam
mexay naumneHtamu 1-i rpynnbi (2019 ropg) n naymeHTamm 2-i rpynnbi (2020 rop)

Table 4
Quantitative analysis of KI. pneumoniae sensitivity to antibacterial drugs between Group 1 (2019) and
Group 2 (2020)
1-a rpynna (n=43) 2-a rpynna (n=45) P-value* /
Npenapar Sensitive (S) ‘ Resistant (R) | Sensitive (S) ‘ Resistant (R) | K02 duumnent
CONPAKEHHOCTN
abconioTHoe Konnyectso / % | abcontoTHoe Konuvectso / % Mupcona (C)*
AMONLUANNH 43/100 0/0 40/89 5/11 0,074/0,233
AMOKCUKNaB 33/77 10/23 23/51 22/49 0,023/0,257
Hnnpognokcaunt/ | 3,5, 20/46 15/33 30/67 0,091/0,199
neBodnoKcaumH
Hedrpuakcon/ 30/70 13/30 22/49 23/51 0,076/0,208
uedoTakcm
LUedTasngmum 30/70 13/30 13/29 32/71 <0,001/0,378
AMUKALH 6/14 37/86 8/18 37/82 0,843/0,052
MmunexHem 23/54 20/46 19/42 26/58 0,399/0,112

MpuyMeyaHmA: cpaBHUTENbHbIV aHanNM3 NPOBOANACA MexAay 1-11 1 2-I1 rpynnamm No YyBCTBUTENIbHOCTY K aHTUGaKTepuanbHbIM
npenapatam; * Sensitive — uyBCTBUTENbHbIN; Resistant — pe3ncTeHTHbIN.
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Ta6bnuua 5

KonunuyectBeHHbII1 aHanus yyBcTBUTENbHOCTN Acinetobacter spp. K aHTu6aKTepuanbHbIM NpenapaTam
mexay nauymneHtamu 1-i rpynnbi (2019 rog) n nauymeHTamm 2-i rpynnbi (2020 rop)

Table 5

Quantitative analysis of Acinetobacter spp. sensitivity to antibacterial drugs between patients

of group 1(2019) and patients of group 2 (2020)

1-a rpynna (n=21) 2-arpynna (n=8) P-value* /

Npenapar Sensitive (S) ‘ Resistant (R) | Sensitive (S) ‘ Resistant (R) | K02 duumnent
CONPAXKEHHOCT

abconioTHoe KonuuecTo / % | abcontoTHoe KonuuecTBo / % | Mupcona (C)*
AMOULUANNH 21/100 0/0 6/75 2/25 0,120/0,403
AMOKCUKNaB 21/100 0/0 3/38 5/62 <0,001/0,595
Hunpodnokcaunk/ | ;g 17/81 113 7/87 0,895/0,077
neBodnoKcaumH
LUedTasngmum 7/33 14/67 1/13 7/87 0,512/0,204
Ledenum 5/24 16/76 1/13 7/87 0,874/0,124
AMMKaUnH 4/19 17/81 0/0 8/100 0,468/0,240
MMmuneHem 3/14 18/86 0/0 8/100 0,655/0,205

MprmeyaHna: CpaBHUTENbHBIN aHaNM3 NPOBOAWMICA MeXAY 1-11 1 2-1 rpynnamu No YyBCTBUTENbHOCTU K aHTUOaKTepuanbHbIM
npenapatam; * Sensitive — uyBCTBUTENbHbIN; Resistant — pe3ncTeHTHbIN.

M IMUNEHeMa, aMOKCUKIIAaB MOoKa3an 3HaunTesIbHOE CHUMXeHNe YyBCTBUTENbHOCTU — 77%
B nepsol rpynne (n=33) no cpaBHeHUto ¢ 51% Bo BTOpON rpynne (n=23), ¢ p=0,023 n
cpepHen cunon caasn. Ledrasnanm Takke npofeMOHCTPrpOBan CpeaHioto cBAsb ¢ 70% B
nepson rpynne (n=30) 1 29% Bo BTOpON rpynne (n=13), p<0,001.

Ncxopa u3 gaHHbIX Tabn. 5, CTaTUCTMYECKN 3HAYMMble Pas3fiuuvsa Mo YyBCTBUTESNb-
HOCTU ObiNu crnegylowymMmn: amokcrkiaae 100% (n=21) 1-i rpynnbl B cpaBHeHUN ¢ 38%
2-n rpynnbl (n=3), p<0,001, cuna cBA3n — cunbHas. MNpy cpaBHEHUN YYBCTBUTENIbHOCTY
Acinetobacter spp. mexxgy naumneHtamu 1- rpynnbl (2019 rog) n naumeHTamm 2- rpynnbl
(2020 rog) kK cnepyoWM aHTMOaKTepPUasibHbIM NpPenapaTam: aMmnnUMIIMH, LUNpPodnokK-
cauuH/nesodnokcaumH, uebTpnakcoH/uepotakcnm, Ledrasnanm, uepenmum, ammkaumH,
UMWMEHEM — CTaTUCTUUYECKU 3HAUUMBIX Pa3fIMUmii BbISIBIEHO He 6bisio.

Ona Acinetobacter spp. Takxe He 6bl10 BbIABNEHO CTaTUCTUYECKU 3HAYMMBIX Pas-
NMYNIA B YYBCTBUTEIBHOCTU K aHTMOAKTepManbHbIM NpenapaTtamMm Mexay rpynmnamu, Yto
MOXKET yKa3blBaTb Ha YCTONYMBOCTb 3TOrO NaToreHa K npuMeHsemMbIM aHTnomnoTnkam. Og-
HaKO aMOKCKKNaB MoKa3san 3HaunTeNlbHOe CHUKeHre YyBCTBUTENbHOCTM — 100% B nep-
Boli rpynne (n=21) no cpaBHeHUto ¢ 38% BO BTOpOW rpynne (n=3), ¢ p<0,001 n cunbHoOn
CBA3bIO.

B 3AKJTIOMEHUE

OueHka sTnonornyeckon cTpyktypbl ICMI B oTgeneHnn MHTEHCMBHOM Tepanun C
KOHTVHIEeHTOM HOBOPOXJEHHbIX [eTell yKasblBaeT Ha npeobnagaHvie nonnpesncTeHT-
HbIX LITaMMOB rpamoTpurLaTesibHbIX a3POo6HbIX 6akTepuin cemenctaa Enterobacteriaceae
(Ps. aeruginosa n Acinetobacter spp.). DakTopamn pucka ABNATCA rocnuTannsauuna n3
Zpyroro ctaumoHapa, nposoanmas paHee AMT, UMMyHonornyeckana HeCoOCTOATENTbHOCTb
1 BblcOKanA yacTtoTa bJ1[1 B rpynne HegoOHOLWEHHbIX HOBOPOXAEHHbIX.

B uenax nosblweHua apdekTnBHoCcTM NpodunakTmkm MCMI Heob6xoaMMO NpumeHe-
Hune cTpaternn no npodunaktnke VICMI: aHanu3 pacnpocTpaHeHns MHPEKLMOHHOro
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Mpo6nema NHdEKLMiA, CBA3AHHBIX C OKa3aHWeM MeAULIMHCKOW MOMOLLY,
B OTAENEHNAX UHTEHCMBHOWN TEPANMK ANs AETEN N HOBOPOXAEHHbIX

npotecca (BbiABneHe cnyyaes UHGEKLUN, NX UCTOYHUKA, STUONOrMK BO36GyanTenein Ho-

30KOMManNbHbIX MHPEKLUN, X LMPKYNAauus, paunoHanbHaa AMT B OAUP un ctaumoHape ¢

y4eToM 3NNAEeMNONIOrMYeckon CMTyauun (NoKasbHble MPOTOKOSbI aMnpunyeckon AMT ¢
yuYeTOM aHanr3a aHTMOMOTNKOPE3NCTEHTHOCTY Y BapMaHTOB acCOLMMPOBAHHON YCTONYM-

BOCTU [p-OTpuMLATENbHbBIX FOCMMTANbHbIX LUTAMMOB GaKTepuin):

B ||eNlecoobpa3Ho CcTpaTerner sMnmpuyeckor ctaptoBon Tepanuu VMCMIT MoOXHO
cynTaTb KOMOMHALMI0O aHTUMUKPOOHbLIX NMpenapaToB, NepeKkpbiBaloWmMX CNeKTp Be-
POATHbIX BO30yAUTENen rocnuTanbHbIX LITaMMOB, BKIOYaA MyNbTUPE3NCTEHTHbIE
(Multidrug-resistant), skcTpemanbHo- n naHpe3uncTeHTHble (XDR, PDR) KI. pneumoniae,
Ps. aeruginosa, Acinetobacter spp., nTonUTUKyY poTauum aHTUMUKPOOHbIX NpenapaToB
LNA CTapTOBOW Tepanuu B CTalMOHape;

®  cobniofeHre NpaBun aceNTUKN Y aHTUCENTMKM NPU YCTaHOBKE 1 3KCMyaTalumn NHBa-
3UBHBbIX YCTPOWCTB (KaTeTepoB, ApeHaMHbIX TPYOOK) — OCHOBHOW cnocob npodunak-
TnKkn UICMIT;

" npodurnakTMyeckoe npMmMeHeHne aHTMOMOTNKOB He PEKOMEHAYETCA, 3a CKITIoUYeHEeM
cnyyaB HebnaronpuATHOW 3NMAEMUONOTMYECKON CUTYaLUN B JIOKaNIbHOM Nogpasge-
NeHnn negmaTpruyecKoro ctaluoHapa (MaccoBoe BO3HWKHOBEHME CyyaeB MHOULNK-
pOBaHUA C MUKPOBUONOrMyeckMM noaTeepxaeHrem cneunduyeckoro sosbyautens);

® MyNbTUAWCLUNVNHAPHBIA NOAXO[: IoKanbHble paboune rpynnbl 13 MHPEKLNOHWCTA,
KNMHMYeCKoro Mnkpobuornora, papmakonora, cneyuanncta no MHGeKLMoOHHOMY KOH-
TPOJIO MAKN FOCANTaNIbHOTO ANUAEMMOsIora n cobnogeHne 60/IbHNYHBIX MPOTOKONOB U
PYKOBOZACTB OTHOCUTENIbHO aHTUMUKPOOHOW Tepanunu;

B ICMOJIb30BaHNE «MaNIOUHBA3UBHbIX» TEXHOMOIMI B HEOHATONOrMU: HEUHBAa3UBHbIX
metoamk BBJI, «<HearpeccrmBHbIX» MOAXOAO0B K BbiXa)KMBaHMIO KOHTUHreHTa ELGAN -
Extremely Low Gestational Age Newborn.
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Pesiome

ANnepruyeckuin pyHUT ABNAETCA OOHMM U3 Hambonee PacnpOCTPAHEHHbIX annepruye-
CKux 3aboneBaHnin y feTei. AKTyalbHOCTb ero n3yyeHus obycnoBnieHa He TOJIbKO POCTOM
3a060N1eBAaEMOCTU STOW NATONIOTMEN, HO U CYLLECTBEHHBIM COLMANIbHO-IKOHOMUYECKUM 1
MEAVLMUHCKMM yulepboMm, HaHOCMMbIM 3TM 3aboneBaHMeM B rnobanbHOM MacluTabe, a
TaK>Ke 3HAYMMbIM HEFATUBHbIM BIIMSIHMEM Ha KQUeCTBO XN3HU NALMEHTA U Er0 OKPY>KEHUS.
OpraHur3auus cBOEBPEMEHHOTO, 3G HEKTUBHOIO, 6€30MacHOr0 1 BCECTOPOHHETO NIeYeHUs
naumeHTa C ajiepruyeckmMm PYHUTOM CTAHOBUTCS KPaeyrofibHbIM KaMHEM ero BefeHus
MEAVLMHCKAMU CrieuuanmcTamm pasnnyHoro npoouna. B ctatbe npefcTaBnieHbl COBpe-
MEHHbIE MOAXOfbl K JIEUEHMIO alNIEPrMYECKOro PYHUTA Y AeTel HA OCHOBE MeXAyHapoa-
HbIX COMACUTENbHbBIX JOKYMEHTOB C YYETOM CYLLIECTBYIOLNX OCOOEHHOCTEN ero BefeHus
B AETCKON MOonynAumMy 1 nNpy Hannuum KomopbuaHom natonorun. [laHa xapakTepuctuka
OCHOBHbBIM TpyMnMam JeKapCTBEHHbIX CPeACTB, MPUMEHSEMbIM B HACTOsILLee Bpems Ans
bapmaKkoTeEpannm anneprmyeckoro PUHNTA, a TakXke ONrcaHne NPUHLMINOB 1X Bbibopa y
KOHKpeTHOro naumeHTa. OcBelyeHbl HedapMaKOIOrMyeckme HarnpaBneHWs B IGUEHWM a-
NEePrnuyeckoro pUHMTA U NOAXOAbl K €ro NPOGUNAKTUKE Y feTel.

KnioueBble cfioBa: aniepruyeckunii pUHUT, IeYEHNE, aHTUTMCTAMIUIHHbIE CPEACTBA, JeTH,
WHTpaHa3asibHble CTepOUbl, aHTUJIENKOTPYEHOBbIE CPEACTBA, annepreH-cneymdouyeckasn
UMMyHOTEpanus
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Abstract

Allergic rhinitis is one of the most common allergic diseases in children. The relevance
of its study is due not only to the increasing incidence of this pathology, but also to
the significant socio-economic and medical burden caused by this disease on a global
scale, as well as a significant negative impact on the quality of life of the patient and his
environment. Organization of timely, effective, safe and comprehensive treatment of a
patient with allergic rhinitis is the cornerstone of the management of such a patient by
medical specialists of various profiles. The article presents modern approaches to the
treatment of allergic rhinitis in children based on international consensus documents,
taking into account the existing features of its implementation in the pediatric population
andin the presence of comorbid pathology.The characteristics of the main groups of drugs
currently used for pharmacotherapy of allergic rhinitis are given, as well as a description
of the principles of their choice in a particular patient. Non-pharmacological directions in
the treatment of allergic rhinitis and approaches to its prevention in children are covered.
Keywords: allergic rhinitis, treatment, antihistamines, children, intranasal steroids,
antileukotriene agents, allergen immunotherapy

B BBEAEHUE

Annepruyeckuii puHut (AP) — 3To onocpenoBaHHaa MMMyHornobynuHom E (IgE) pe-
aKUMA rMnepuyBCTBUTENIBHOCTY 1-r0 TMMA CIM3UCTON OGONOYKM HOCA, BO3HMKAKOLWAsA B
pe3ynbraTe BO3AENCTBUSA alfiepreHa Ha CEHCMOUMM3NPOBAHHbIV OpraHn3m yenoseka [1].

B cooTtBeTcTBUM C MHbIM onpegeneHnem, AP — 3aboneBaHne, xapakTepusyoLlieecs
IgE-onocpefoBaHHbIM BOCMANIEHEM CAIU3MCTON 0HOM0UKM NMONOCTM HOCA, KOTOPOE pas-
BMBAETCA MOA AENCTBMEM alJIEPreHOB, 1 HaNMYMeM exxefHEBHO NPOABNAIOLNXCA B Teye-
Hue yaca 1 6osnee xoTs Obl ABYX U3 CNIEQYIOWLMX CUMMTOMOB: 3a/I0XKEHHOCTb (06CTPyKLUA)
HOCa, BblAeneHua 13 Hoca (prHopes), YnxaHue, 3y B MONOCTM Hoca [2].

AP - ofHO 13 Hanbonee pPacnpPOCTPAHEHHbIX XPOHUYECKMX 3a00NeBaHNA Y feTel 1
camMoe pacrnpoCcTpaHeHHOe M3 annepruyecknx 3aboneBaHnii, 3HAUMTENbHO yXyLaoLlee

268 "Pediatrics Eastern Europe', 2025, Volume 13, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




0630pbl 1 NeKkymmn .
Reviews and Lectures

KauecTBO XM3HU MauLMeHTa U ero OKPYXeHWd, 3HauMMO MOBbILALee PUCK Pa3BUTUA
H6poHxranbHoln actmbl. Mo gaHHbIM HayuHoW nuTepaTypsbl, Ao 30% HaceneHus EBponbl
cTpagaet oT AP, a B HEKOTOPbIX CTpaHax MmMpa ero pacnpocTpaHEeHHOCTb B MONynAUUn
pocturaet 50% [3, 4].

Stnonornyeckumn dpaktopamu AP ABRAIOTCA KaK BHY TPVXKUIULLHBIE, TaK U BHEXUANLL-
Hble anniepreHbl, BKOYasA Mbibly pacTeHWiA, annepreHbl JOMaLIHen Nbinun (Knewen Bu-
nos Dermatophagoides pteronyssinus u farinae, 6n6nvmoTeyHo NbinK 1 gp.), NNecHeBble
rpubbl, anugepmanbHble annepreHbl (Kowka, cobaka, nowagap v ap.), npodpeccroHanbHble
anneprenbi [5].

B 3aBMCMMOCTI OT 3TUONOTUK Ha MPOTAMKEHUN MHOTUX JECATUNETUN TPAZWULIMOHHO Bbl-
OenAnncb Ce30HHbIN U KPYrnoroanyHbin (6eitosor) Tunbl AP. py 3TOM cumTanoch, Uto
KpyrnoroanyHbii AP Bbi3biBaeTcA ObITOBbIMW annepreHamu, a Ce30HHbIA — MblIbLON U
OPpYrvMu annepreHamu, C KOTOpbIMU NaLUMeHT CTaNkUBaeTcA BHe CTeH cBoero goma. Oa-
HaKo Ce30HHOCTb (MM60 KPYrnorognyYHOCTb) BO3AENCTBUA ansiepreHoB, Ha KOTOPOW OC-
HOBaHO Takoe pasfeneHne AP, ABNAeTCA OCTaTOYHO YCIIOBHbIM NoHATUEM. K nprumepy,
N3MeHeHVe KNMMaTUYeCKnX yCoBUIA B CTOPOHY NOTEMNJIEHWA 1 aCCOLMUPOBAHHbIN C 3TUM
CABUTI Hayana v NPOJOIKUTENBHOCTU NOMMHALMN PacTeHNIA, MPOXMBaHKE NauneHTa B
CTpaHe C KPYrnoroguMyHbiM LiBeTEHUEM pacTeHWIA, Hannuue y nayneHTa nonvBaneHTHoM
ceHcnbunmsaumm Ko MHOTMM annepreHam, pPaBHO Kak M 3aBUCUMOCTb KOHLEeHTpauuu
BHYTPVXKUAULLHBIX anfiepreHoB B BO3JyXe OT BpeMeHU rofia (BO3MOXHbl BOJIHOOOpa3Hoe
TeueHue BbI3BaHHOrO UMM AP 1 ce30HHbIe BCMbILWKK €r0 CUMMTOMOB) CyLLeCTBEHHO pas-
MbIBaIOT UETKOCTb onpefeneHuns Tmna AP y KOHKpeTHOro nauneHTa. Tem He MeHee B psage
CTpaH 1 npodeccnoHanbHbIX CO0OLLECTB, a TakkKe B cocTaBe MexayHapoaHon knaccndu-
Kauum 6onesHei Takoe pasgeneHue AP npogonkaeT npumeHAaTbea [2, 6, 7.

Ony6nukoBaHHbIN B 2015 1. otueT PRACTALL «@eHoTHNbI 1 SHAOTWNbI pUHMKTa: Ana-
FHOCTUKa U leYeHmne», NoAroTOBMIEHHbI KOHCEHCYCOM 3KCnepToB, Bbigenun AP B cooTBeT-
CTBYIOLMI OTAENbHbIN GeHoTUM, HapAdy ¢ GeHOTUNOM MHDEKLMOHHOIO PUHMTA U FreTepo-
reHHbIM GeHOTUMOM Heannepruiyeckoro N HenHbeKLMoHHOro puHmuTa [8].

JOkcnepTHada rpynna ARIA (Allergic rhinitis and its impact on asthma) npegnoxuna Ho-
BYl0 Knaccmoukaumio AP, oCHOBaHHYI0 Ha MPOAOMKUTENBHOCTU U MOBTOPAEMOCTU KITUHU-
YeCKNX CUMMTOMOB U LUIMPOKO MPUMEHAEMYIO 10 HAaCTOALLEro BpemeHu. B cootBeTcTBMM
C Hel BblAensioT:

" pHTepMUTTUPYOWNA AP (cumnTombl HabnloaalTca MeHee 4 HeW B HeAeno unm me-

Hee 4 nocnefoBaTeNbHbIX Heenb B roay);

" nepcuctupytowmin AP (cumntoMbl NpucyTcTBYIOT 6onee 4 aHen B Hepento u 6onee

4 Hepenb B rogy).

Mo TaxecTn TeueHna AP pasnunyatot:

B fierkyto cteneHb (cnabosblpaMeHHble cMMNTOMbI AP, KOTOpble He HapyLUaloT AHEBHYIO
aKTUBHOCTb 1 COH NaLlueHTa);
B CpefHEeTAXenylo cTeneHb (CMMMNTOMbI MPenATCTBYIOT paboTe, yuebe, 3aHATUAM Crop-

TOM, HapyLUatoT COH);

B TAXeNylo cTeneHb (CMMMNTOMbI 3HAUMUTENbHO YXYALAT KauecTBO »KU3HW NaLueHTa, Ko-

TOpPbI B OTCYTCTBME NIEYEHUA HE MOXKET HOpMasibHO paboTaTb, YUNTbCA, 3aHUMATbLCA

CNOPTOM, CEPbe3HO HapyLUAeTCA HOYHOW COH).
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Mo ctapun 3aboneBaHnA pasgensaoT obocTpeHme n pemmccnio AP, a npu dopmynupo-
BaHMM AMarHo3a Takxe yKa3blBaloT CMeKTP anjepreHoBs, K KOTOPbIM BbiAiBlIeHa CeHCMbu-
nu3auymnsa [1,2,7,9].

OTtpenbHoln dopmolt 3aboneBaHUA ABAAETCA JIOKaNbHbIA AP, Npu KOTOPOM UMEIT
MEeCTO TUNUYHble cUMNTOMbI AP, YeTKasa CBA3b 060CTpeHUs 3aboneBaHMA N KOHTaKTa C
annepreHoM, OfHaKo pe3ynbTaTbhl CTaHAAPTHbIX METOAO0B ANArHOCTUKM (KOXKHble annep-
ronpobsbl, onpeaeneHune cneunduyecknx IgE B Kposm) octatotca oTpuuaTenbHbiMu. Mpn
3ToMm cneunduyeckme IgE K NPUUMHHO-3HAUMMbIM annepreHam onpeaenaAlTCA B Ha3asb-
HOM cekpeTe. [oNoXKUTENbHbIMW ABAAKTCA 1 Ha3aNbHble NPOBOKALMOHHbIE TECTbI C TaKK-
Mu annepreHamu [2, 3, 8, 10].

AP yacTo coueTaeTca ¢ ApyrumMmm 3aboneBaHNAMM, HaNPUMep C aniepruyecknm KoHb-
IOHKTVBUTOM, aTOMNYECKUM AEPMaTUTOM, XPOHUYECKMM PUHOCUHYCUTOM C Ha3albHbIM
nonuno3om, Ty6ooTUTOM, OpasbHbIM anfnepruyecknm CMHAPOMOM, Heannepruyeckumm
dopmamun prHuTa. KoHuenuma egnHoro 3aboneBaHus AbixaTenbHblX NyTen Nnpegnonara-
eT, uto AP 1 6poHxmanbHasa acTma ABNATCA pa3HbIMU YPOBHAMY MaHnbecTauny B Abixa-
TeNbHOWN CcMCTeMe eANHOro BoCnanuTesibHOro npouecca. B ceA3n ¢ stum nauymeHTbl ¢ AP
unu 6poHXMaNbHOM acTMOW AOMKHbI 6bITb 06CNefoBaHbl Ha HanuuMe ConyTCTBYIOLLEro
3aboneBaHuA, Nnockonbky 50-80% navumeHTOB ¢ acTMon umetoT AP, a 1o 40% nauuneHToB
¢ AP ctpapatoT actmon. Yactbim conyTcTaytowmm AP 3aboneBaHvem ABnaeTca annepru-
YeCKUI KOHBIOHKTUBUT, KOTOPbIN MaHubecTUpyeT COOTBETCTBYOLMMU CMMITOMamu. Ero
TeueHue ycyrybnaetca OTEKOM M HapylleHMEeM MPOXOAUMOCTU HOCOCNE3HbIX KaHamnos,
Bbi3BaHHbIM AP [11-14].

B KJIMHWYECKWE MPOABJTIEHUA

OCHOBHbIMW KNUHMYECKUMM cumnToMamm AP aBnstoTcs:

3aNI0XKeHHOCTb (0BCTPYKLMA) HOCa;

prHopes (BOAAHUCTbIE BblAeNeHNA 13 Hoca);

yrxaHue (4acTo NpUCTynoobpasHoe, B yTPEHHUE Yachl);

3y[ (pexe XXeHure B HOCY, MOXKET CONPOBOXAAaTbCA 3yAoM Heba 1 FMOTKU, XapaKTepeH

«annepruyeckuin cantoT» — NovyecbiBaHME KOHUYMKA HOCA NafoHblo C 06pa3oBaHUEM

nornepeyYHom CKAKN Ha CMIMHKe HOoca).

Ha no3gHux ctaguax 3aboneBaHna npucoefmHaeTca yxyaweHune oboHaHmuA [2, 3,5, 71.

JononHutenbHble cumnTombl AP, 06ycnoBieHHble MeXaHWYeCKUM pasfpaKeHrnem

KOW B OKOJIOHOCOBOW 0651acTn, 06UIbHBIM BblAeNIeHNeM Ha3albHOro CeKpeTa, HapyLue-

HMeM JpPEeHMPOBaHMA OKOJIOHOCOBBIX Masyx, MPOXOAMMOCTU CIyXOBbIX TPYO, BKAOUYaloT

HOCOBble KpoBOTeUeHUs (bopcrpoBaHHOE CMOpPKaHUe, TPaBMaTUUHbIN YXO[ 3a NONOCTbIo

HOCa), r’MNepPemMmto N OTEYHOCTb KOXM B NapaHasanbHol obnactu, 605b B ropne v no-

KalunmnBaHue (ConyTCTBYIOLWMNIA anneprnyecknin GapuHriT, napuHrnT), 60Nb/Tpeck B yluax

(ocobeHHO Npw rnoTaHnK), HapyLleHna cayxa (conyTcTBytowmn Tyb6ooTuT) [2, 5, 9].
Hecneundunuecknmm cumntomamu AP, onpefensaowyMm KayecTBO XU3HM NauneHTa,

ABNATCA: CN1aboCTb, HeAOMOraHmne, Pa3apPaXUTENbHOCTb, FONOBHAA 60Jb, MNOBbILEHHAA

YTOMNAEMOCTb, HapyLUeH/e KOHLEHTPaL M1 BHUMaHWA U CHa, NOJAaBNEHHOe HacTPOeHUe,

penko — nuxopagka [2, 51.
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B JVMATHOCTUKA

OunarHo3 AP ycTaHaBnMBaeTcs Ha OCHOBAHUU KOMMJIEKCHOW OLeHKW: aHann3a KvHK-
YyecKoW KapTuHbI (XapaKTepHble »anobbl 1 CMMNTOMbI), aHaMHe3a 3aboneBaHus (Hannune
aHaMHeCTMYeCKUX AaHHbIX, YKa3blBaKOLWMUX Ha BO3HUKHOBEHME Xanob nocne KOHTaKTa C
npegnosiaraembimM MPUUYNHHO-3HAYMMbIM ajlIePreHoM), anneproaorMyeckoro aHamHesa,
JaHHbIX GM3nKanbHOro obcnejoBaHVA NaLMEHTa, a TakxKe pe3ynbTaToB cneunduyeckoro
anneprosiornyeckoro TeCTMPOBaHNS.

W JIEYEHWE

YcnewHoe neyeHve AP y fileTell BKNtOUaeT 4 OCHOBHbIX CTPaTErMUYeCcKUX HarnpasieHus:
0b6yueHMe NaureHTa 1 ero cembu;

SMMMUHALMOHHbIE MEPONPUATUSA;

dapmakoTepanuio;

annepreH-cneundunyeckyio nmmyHotepanuio (ACUT) [2, 5, 15].

OGyueHue NaLyneHTa u ero cembi

3anorom ycnewHocTtu neueHuns AP aensetca obydeHne nayueHTa, nHGopMupoBaHme
€ro 1 cemMby O XapakTepe 3aboseBaHNsA, PUCKAX NPOrpPeccUpoBaHus, HEOHXOLUMOCTY 1
nopsake Hagnexauero nedeHvsa. OcBefOMIEHHOCTb NauUMEHTa O NPUHLMNAX VMUHA-
UMK annepreHa, NOAroTOBIEHHOCTb, MOTMBALMS K MoandUuKaLum oKpyKatolein cpegpl
Mo3BONAIOT 06NEerunTb TeueHne 3aboneBaHUsa N yMeHblUUTb 06bem npeacTosLel gpap-
MakoTepanuu. [leTanbHoe NosCHEeHKEe CYTW 1 XapaKTepa 3abofieBaHus, Lenein NpoBogu-
MOTO JIeYeHNs, OXKMAAEMOro OT Hero 3¢deKTa MOXeT NPefoTBPATUTL PA3BUTUE JIOKHOM
Hafexabl Ha ObICTPOE BbI3JOPOBNIEHME W MOBLICUTb OTBETCTBEHHOCTb Y MauueHTa. Mon-
Has 1 ToYHan MHGOPMALMSA O COOTHOLLIEHMIN PUCKA Y MOJIb3bl NPUMEHSEMBIX IEKAPCTBEH-
HbIX CPeACTB, NPeAnoNaraeMoi NPOAOMKUTENIbHOCTU fleueHus, obyueHne npaBusbHON
TEXHWKE WCNONb30BaHUA CPEACTB LOCTaBKM (HanpumMep, UHTPaHa3anbHbIX cTepongos /
AHTUIMCTaMUHHBIX CPEACTB) MO3BOJIAIOT CHU3UTH YPOBEHb CTEPOUZOPOOUN, MOBLICUTD
KOMMJTA€HTHOCTb MauUMeHTa, YMEHbLINTb PUCK HEXeNaTeNbHbIX peakumin oT npuema ne-
KapcTBEHHbIX npenapatoB. CoBpeMeHHble NHGOPMALMOHHbIE TEXHOMOMMKN B BUge Cre-
LUMann3nMpPOBaHHbIX CaTOB, MOOUIBHBIX MPUIIOXKEHWNIA, SNEKTPOHHBIX YCTPOWCTB BbIBO-
[AT Ha HOBbIV YPOBEHb B3aUMOAENCTBUE MEAULIMHCKMX CMELNAICTOB C MAaLUEHTOM U
€ro cembell, 4aloT BO3MOXXHOCTb CYLECTBEHHO MOBbLICUTb KAaueCTBO U MHTEPAKTUBHOCTb
0b6yueHus [2, 16, 17].

SAMMNHALNIOHHDbIE MepPOoNpuATUA

SNMMUHALNOHHbIE MepOoNPUATUA 3aKN0YaloTCA B MUHMM3aLUMM KOHTaKTa nauueHTa
C MPVYMHHO-3HAYUMbIMK annepreHamu. M3BecTHO, UTO MONHOe YCTpaHeHWe KOHTaKTa C
annepreHoM NPUBOAUT K perpeccy cumntomo AP (Hanpumep, y NaureHToB C annieprmemn
Ha NblbLy, Y KOTOPbIX CUMMATOMbI MONHOCTbIO OTCYTCTBYIOT BHE nepuofa noivHauum),
O[HAKO B OOMNbLUMHCTBE CJyYaeB MOSHOCTBIO UCKIIIOUNTb KOHTAKT C anfiepreHoM HeBo3-
MOXHO. TeM He MeHee 3MMMUHaLVA annepreHa pekoMeHAoBaHa Bcem nauueHTam ¢ AP
C Uenblo YMEHbLUEHMWA BbIPaX*KEHHOCTU CUMNTOMOB AP, CHMXeHWA noTpebHocTn B dap-
MaKoTepanuu, NpodunakTnky NporpeccupoBaHna 3aboneBaHUs. INMMUHaUUA annep-
reHoB 0COGEHHO aKTyasnbHa B CJlyyasdx HanMuusa orpaHUYeHnin AnsA npuema ieKapcTBeH-
HbIX MpenapaToB (6epemMeHHOCTb, PaHHUI AETCKUIA BO3PACT, Halmnune ComyTCTBYHOLEN
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naTonornumn) U NPU CEHCMOUNM3aUMK K aNnaepmasnbHbIM aniepreHam. INNMUHALNOHHbIE
MepONpUATUA BKIOYalOT B ceba: MoanduKaLmio OKpyKatoLllei cpeapbl NauneHTa, npose-
[eHrie UPPUrauMOHHO-3TMMMUHALNMOHHBIX NpoLUeayp AAA CM3NCTON 060/I0UKM MONOCTH
HOCa 1 NpUMeHeHMe BapbepHbIX METOAOB [2, 6].

Mogudukauna okpykawweln cpefabl. Mepbl M0 co3gaHWo rUNoaniepreHHon
cpenbl 06Len3BeCTHbI U NOATBEPANIMN CBOK 3$PEKTMBHOCTL B 06NErYEHNN CUMMTOMOB
3aboneBaHVA: MCNoONb3oBaHMe creunanbHbix GUALTPOB ANA BO3AyXa B MOMELLEHWM,
exeflHeBHasA BnaXHaa YOOpKa, OrpaHMyeHMe KOHTaKTa C AOMALIHVMU >KMBOTHbIMM,
BPEMeHHbIli (Ha neprof LBETEHUA) NN NOCTOAHHBIN Nepeesq B APYrylo KNMMaTU4ecKyo
30HY, NPUYIMEHeHWe akapuuuiaHbiXx U GyHrMuuaHbix cpeacts. [MprmMepom WHHOBaUWNA
B JAaHHOM HanpaBiieHNN MOXEeT CYXWUTb KOPMJIEHWE AOMALUHMX XMUBOTHbIX (KOLUEeK)
cneumanbHbiM KOPMOM, CHUXKAIOLWMM KX anfepreHHOCTb Ans YenoBeka. M3BecTHo, uTto
MPPUTaHTbl B BO34yXe, TakMe Kak TabauHblii OblM, BbIXJIOMHblE rasbl, pe3Kkue 3anaxu,
CNoco6HbI ycyrybnatb cumntombl AP, ciegoBaTenbHo, NaLumeHTy pekomeHgyeTca nsberatb
KOHTaKTa c Humu [3, 11, 14].

NppuraynoHHo-3nMMNHaLMOHHbIE Npoueaypbl. Vipprrauma nonoct Hoca cone-
BbIMM pacTBOPamMu ABNAETCA AeLLeBOW, JOCTYMHON, XOPOLIO NepeHOCUMON 1 NEerko Bbl-
NOJSIHAMOM, He BbI3blBalOLWEN HeXenaTeNbHbIX peakuuin Npu AnaMTeslbHOM NPUMEHEHUN
SNMMUHALMOHHON Mepoi, KoTopas, OAHaKo, He 3aMeHAET NOSIHOLIEHHOW dapMakoTepa-
nuun. Bcem naymeHtam ¢ AP MoXeT 6bITb PEKOMEHLOBAHO MCNOJMIb30BaHME CPeacTs AnA
YBNIaXXHEHWA, OUNLLEHNA U 3aLUTbl CAIN3MUCTON 060NOYKM MOSOCTN HOoca. ITO Cnocob-
CTBYET Pas3KMKEHUI0 BA3KOW CNu3u, ynyuleHunio GyHKUMM MepLaTenbHOro snutenus,
YMEHbLLIEHMIO 3KCMO3ML MU Ha MOBEPXHOCTY CIN3UCTON 0O60NOUKM HOCA MblNeBbIX YacTuLy
W annepreHoB, OKa3blBaeT yBaXkHAOLLee BO3gelicTBue. [IpombiBaHME HOCOBOW NOAOCTU
60/bLINM 06 bEMOM CONEBOrO PacTBOpa 1 Nopf AasneHnem 3GPeKTUBHEE NCNOSb30BaHMA
Masbix obbemoB 6e3 faBneHus. [poBeaeHne Ha3anbHOro Aylla C CONEBbIMU PacTBOPaMu
y nauueHToB ¢ AP, nonyvaloLmx UHTpaHasasbHble cTepouibl, CNOCOOGCTBYET yaaneHuio
n36bITKa OTAENAEMOro Y YMEHbLUEHMNIO OTeKa, yny4llaeT KOHTaKT CTepouaHOro npena-
paTa co CIM3UCTON 06ONOYKON, a TakKe NPOPUNaKTUPYeT Pa3BUTUE HEKOTOPbIX HEXe-
naTenbHbIX PeaKkLMi, TakMX Kak CyXOCTb CIN3UCTbIX 0605104eK 1 HOCOBbIE KPOBOTEYEHNA
[7,15,18-20].

bapbepHble meToapbl. bapbepHble METOAbI MPeAoTBPALLEHNA KOHTaKTa C afifiepreHom
3aK/0YaloTCA B MCNOJIb30BAHMMN MaLMEHTOM SKPaHMPYIOLWNX YCTPOWCTB (CneunanbHbiX
OYKOB, JIMLEBbLIX MAaCOK, MHTPaHa3anbHbIX MOAUMEpPHbIX GUNBTPOB ANIA BAbIXAaeMOro
naumMeHTOM BO3Jyxa), a TaKXe B NPUMeHeHUN 6apbepHbIX NeKapCTBEHHbIX CpPeacTB
ONA CNM3UCTbIX 0605104eK (HOCOBOW MOMOCTWN, KOHDBIOHKTMBLI) Ha OCHOBE BELECTB C
3KpaHMpyLWmnm, abcopbupyioLmm, CBA3bIBAOWMM AeicTBMeEM (HanpruMep, Ha OCHOBe
MUKPOKPUCTaNIMYeCcKom LIeNsono3bl, SKTOMHA, refieobpasHbix cybctaHumin) [21].

(dapmakoTepanus

CoBpemeHHas papmakoTepanua AP BKNOUaET LWNPOKNIA CNEKTP SIEKAPCTBEHHDBIX Npe-
NapaToB 13 PasfNYHbIX GapMaKONOrMUYEeCKMX Py, YTo NO3BOJSIAET UHANBUZYANU3UPO-
BaTb U MOANOUUMPOBATD NeyeHre NauneHTa, B 3aBUCMMOCTM OT €ro Bo3pacTa 1 KIUHM-
UeCKoW CUTyaumu, BKOYasA Hanuume KomopbuaHbix 3abonesaHuin. Mpu npaBuibHOM
noa6ope 1 HazHaYeHNM NeKapCTBEHHbIX MPEMnapaToB y 60SbLUNHCTBA NaLMeHTOB papmMa-
KoTepanuia AeMOHCTPUPYET BbICOKYIO KNMHNYECKYI0 SGGEKTMBHOCTb, NO3BONAA AOCTUYD
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KOHTpOSIA 3a cMnTomamu AP, 3HaUMMOro ynyudLleHna KauyecTBa »KU3HW 1 NpodUnakTukm
oCnoXxHeHnn. OgHaKo KtoueBoW Npobrnemolt ocTaeTcsa HU3Kasa NPUBEPXKEHHOCTb Nayu-
€HTOB PEKOMEHAOBaHHOMY JleyeHuio. BaxkHO noguepKHyTb, UTO yCrewHoe ynpaBneHume
AP TpebyeT He TONbKO Ha3HayeHUs afekBaTHOM GpapmakoTepanuu, HO 1 NOCTPOEHUA [O-
BEPUTENbHbIX NAPTHEPCKMX OTHOLIEHWIA Bpaya 1 NaumMeHTa Ana MOTUBaLMN K JOSIFOCPOY-
HOMY cOb6MIofeHI0 peKoOMeHAALNIA.

KntoueBow cTpatermei Bbibopa 1 HazHaueHWA neveHnA npu AP ABNAETCA Tak Ha3blBae-
MbIIl CTyneHYaTbIi noaxog, (cM. Tabnuuy). OH 3aKkntoyaeTca Kak B MO3TanHOM yBenuyeHnum
obbema neuveHnA (Nepexog Ha CTyneHb BBEPX) MPY OTCYTCTBMM KOHTPONA 3@ CMMMNTOMaMu
AP, TaK 1 B yMeHblUeHUN obbemMa NeueHns (Mepexoq Ha CTyrneHb BHU3) NPU JOCTUXEHNUN
CTabunbHol pemuccun (C NPOJOIHKEHNEM STMMUHALMOHHBIX MEpPONpPUATUIA, obyyeHuns
nauuneHTa, ACUT, c BOCTYMHOCTbIO SIeKapCTBEHHbIX CPEACTB CKOPOI MOMOLLM Ha BCEX CTY-
neHax neuvexusn). CryneHyatbiln noaxog B nedeHun AP obecneumnBaeT 6anaHc mexay 3¢-
bEeKTUBHOCTBIO M 6€30MacHOCTbIO, MUHUMM3UPYA PUCKW NONMNparMasum y getei.

Ba)KHbIM AUHAMNYECKMM MePONPUATMEM B NpoLecce BeAeHMA NaUMeHTa AN1A OLEeHKM
€ro KauyecTBa XKM3HU, KOHTPOMA 3a cMMnToMaMun U 3¢ deKTUBHOCTY NeyeHus AP sBndaeTcA
NpUMeHeHne Pa3NINYHbIX OLIEHOUHbBIX WKas (BK/MoYas Br3yasibHble aHanoroBble LWKasbl)
[2,5,22].

CoBpemeHHan dapmakoTepanua AP ob6beanHAET reTeporeHHble rpynmnbl IeKapCTBeH-
HbIX MpenapaTos, pa3nunyalrLmneca Kak Mo MexaHM3My BO3AEeNCTBMA Ha pa3finyHble 3Be-
HbA Kackafa annepruyeckoro BOCMaseHuaA, Tak 1 MO HAMUYMIO N CTEMEHN UX BAUSAHMUA
Ha KOHKpeTHble cMMNTOMbl AP 1 KOMOPOUAHbBIX eMy COCTOAHUIA (aCTMa, KOHBIOHKTUBHUT).
MHorune 13 ncnonb3yemblx B ieYeHUN NPenapaToB UMeIOT onpefeneHHble 0CO6EeHHOCTU

CTyneH4aTbiii NOAXOA B IeYEHUN ansiepruyeckoro puHnuTa
A step-by-step approach to the treatment of allergic rhinitis

ACUT

KoHTponb 3a paKkTopamu BHelLHeli cpeabl (3NMMUHALMOHHbIE MepOnpPUATIA)
PaccmoTpeTb Xupypruyeckoe jiedeHne ConyTCTBYyIoLell NaToNornm
QapmakoTepanus A KOHTPONA 3a CMMNTOMamMu

4-7 cTyneHb (neyeHne
1-A cTyneHb 2-A cTyneHb 3-A cTyneHb
TOJIbKO Cneyuanncrom)
OpHo un3: OpHo n3:
KombuHauma nHtpaHa-
—  CUCTEMHbIe aHTUTUCTa- | —  MHTpaHa3albHble
3aJIbHbIX CTEPOUIOB C
MUHHbIE CPefCTBa; cTepougbl (npeano- PaccmoTpeTb neyeHune
OfHUM nnn 6onee un3:
—  WHTpaHasanbHble YTUTENbHO); L CUCTeMHBIE TAxenoro AP omanusy-
AHTUIMCTaMUHHbIE —  CUCTEMHble aHTU- Mabom (ero HasHaueHue
AHTUTMCTaMUHHbIE
CcpepncTBa; rMcTamMmHHblE Cpef- cpencTea; BO3MOXHO MauneHTam oT
—  VHTpaHa3sanbHble CTBa; p ! 12 neT v cTapLue npu He-
—  WHTpaHasasbHble o
cpefcTBa Ha OCHOBE —  WHTpaHa3anbHble [OCTaTo4YHON 3P deKTmB-
M AHTUTMCTaMUHHbIE
KPOMOTNNLMEBOA AHTUMMCTaMUHHbIE cpencTsa; HOCTMW NpefLuecTBytoLlero
KNCNOTbI; CcpepncTBa; 2! neyeHus)
o 9 —  aHTUNENKOTPMEHO-
—  aHTUNENKOTPUEHOBbIE | —  AHTUNIENKOTPUEHO-
Bble CpeACTBa
cpencTea Bble cpefcTBa
CpepactBa CKOpoOM nomoLlyn
CrepougHble cpeAcTBa
CMNaTOMUMETUKM (KOPOTKMM KypCOM) (cnctemHoro gencrems,
nepopanbHo)

MepenpoBepuTb ANArHO3 U/UNN NPNBEPXKEHHOCTD NleYeHuIo NIM6o BNAHME conyTCTBYlOWMX 3abone-
BaHMii /NN aHaTOMUYECKMX aHOManuii, NpeXpae Yem NoBbIlIaTb CTyNeHb Tepanum (step-up)
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W OrpaHNYeHUA NCMONb30BaHUA B NeANATPUYECKON NPAKTUKE U Y MHbIX 0COObIX KaTero-
pvii NayMeHToB.

CucteMHble aHTUINMCTaMVHHbIE NleKapcTBeHHble CpeAcTBa HOBOrO MOKONEHUA.
OHM ABNAOTCA NpenapaTaMi NePBOro BbIGopa B NeUeHnI NIerknx 1 cpegHeTaxenbix Gopm
AP, a TaKkXKe Y MaLMeHTOB, He XenalLmx UCMosb30BaTb MHTPaHa3anbHble KOPTUKOCTEPO-
nabl. Pas3nnyHblie coBpemeHHble (HOBOrO MOKONEHMs) aHTUTMCTaMUHHbBIE JIeKapCTBEHHbIE
CcpefcTBa OTANYAIOTCA MO XUMUYECKON CTPYKTYpe, bapmakognHamuke 1 dbapmakoKMHeTU-
Ke, Mo CMOCOBHOCTM NPOHMKaTb Yepes reMaToaHLedannyecknin bapbep 1 Bbi3biBaTb CeAa-
uwio. Mo Bblpa)keHHOCTN ceflaTBHOMO 3ddeKTa NPU UX NPUMEHEHNY OHWN Pa3AENATCA Ha:
B cefaTuBHble (TakK Ha3blBaeMble aHTUIMCTaMUHHbIE CPeACTBa NePBOro NOKONEHMS);

B MeHee ceflaTVBHbIe (Ae3nopaTajuH, nopaTagviH, LeTUPU3MH, NeBOLEeTUPU3LMH, pynaTa-

AVIH);
®  HecepatuBHble (pekcodeHagmH, bunacTvH) cpeacTsa.

MNpennoyTMTeNnbHOCTb UCNONMb30BaHUA MeHee CefaTMBHbIX / HecefaTUBHbIX aHTU-
rMMCTaMUHHBIX CPefCcTB (CPeAcTB HOBOrO MOKONEHUSA, CpefcTB 2-3-ro nokKoneHus) oby-
crioBfieHa oTcyTcTBrEeM 3ddeKTa Nn HA3KUM celaTUBHbIM 3OPEeKTOM, BbICOKMM YPOBHEM
6e3onacHocTn, GoMblUen CeNeKTUBHOCTLIO BO3AENCTBUA Ha H -rnctammHopelenTopsl,
ObICTPbIM AOCTUKEHNEM KNUHNYECKOro 3ddeKTa npu nx npreme, otcyTcTBuemM Taxudu-
nakcum (NPpuUBbIKaHWA) faxe Npy ANUTeNIbHOM MPUMEHEHMWM, HU3KUM PUCKOM B3aumogeli-
CTBUI C MULLEN, MHBIMW JIEKAPCTBEHHbIMI NpenapaTaMmm 1 CucTemon utoxpomos P4503A
(CYP3A), HeBbICOKOW KapAMOTOKCUYHOCTbIO, yAOOHbIM, MOAXOAALWMM ANA NauueHTa u
6e3onacHbiIM B NeAuaTpryeckor MpakTUKe pexrMom npuema (nepopasnbHo, BKOYas
Hanuume xmpkux dopm, 1-2 pasa B CyTKU), BO3SMOKHOCTbIO ANUTENBHOIO NPUMEHEHNS,
HeBbICOKOW CTOMMOCTbI0. [lepopanbHoe NpUMeHeHWe aHTUIMCTaMUHHbIX CPeACTB HOBOTO
nokoneHus npu AP cyllecTBEHHO YMeHbLUAET YnxaHue, 3yA, pUHOPeto, onocpeoBaHHO
BAMAET Ha CUMMTOMbI affIepPrmyeckoro KOHbIOHKTMBUTA, OfHAKO CPaBHUTENbHO cnabo
BO3[eNCTBYET Ha 3a/T0XKeHHOCTb Hoca [23-25].

CnepyeT OTMETUTb, YTO CUCTEMHblE AHTUIMCTaMMHHbIE CPeACTBa NEpPBOro MOKO-
neHvA (CTaporo NoKosieHus, cefaTBHbIE) He AOMKHbI UCMONb30BaTbCcA B neyeHnn AP
BC/IeACTBME HaNNUMA pafa CyLWeCcTBEHHbIX HeJOCTaTKOB Y 3TON rpynmbl 1eKapCTBEHHbIX
cpeacTs. MeHbliasa n3bmpaTtebHOCTb MX AENCTBUA Ha H. -ructammHopeuenTopbl (CuH-
XPOHHasA 6NoKafja MU MYCKapWHOBbBIX, CEPOTOHMHOBbLIX, AOMAMWHOBbIX PELIENTOPOB)
yBeNMuMBaEeT CreKTP MOTeHUManbHbIX HexenaTenbHbIX peakuuil. BoipaxeHHbIn cepna-
TUBHBIN 3bPEKT C CONYTCTBYIOLWUM HapyLleHneM AHEBHOW aKTUBHOCTM MaLMeHTa U ero
KOTHUTUBHbIX QYHKLMI (KaK NpaBKo, yXe HapyLUeHHbIX eCTeCTBEHHbIM TeYeHem camo-
ro 3abonesaHunA) 1 BO3MOXHOE BNAHNE Ha HOPManbHYIO CTPYKTYpY cHa (dparmeHTauma
CHa C NOTeHUMaNbHbIM Pa3BUTEM HapYLLUEHWI AbIXaHWA Y CEPAEUYHOro PUTMa, NOBbILLEe-
HMeM pUCKa anHO3 1 BHe3amnHoW CMepTy) ABNAKTCA KNMHUYECKN 3HAYMMbIMK, OFpaHnyn-
BaloLWUMUN UX NpumeHeHne dakTopamu. Kpome Toro, npenapatbl JaHHOW rpynnbl AMMUTU-
poBaHbl NO ANINTENIbHOCTY UX HEMPEPLIBHOIO MPUMEHEHMSA, UTO TakXKe OrpaHuYnBaeT nx
6e30nacHoe ncnonb3oBaHue npu AP.

EAVHCTBEHHON HULWEN X OrpaHNYeHHOro Mo BPpeMeHu NPUMEHEHUA ABAAIOTCA AeTU
nepBOro NONyroAna Xn3HW, CPaBHUTENbHO pefKo cTpagatowme AP, NOCKONbKY cncTem-
Hble aHTUTMCTaMUHHbIE CPEACTBA HOBOMO NMOKONEHMWA He 3aperncTpupoBaHbl AfAa 3Toro
BO3pacTa (Hanpumep, LeTUPU3UH, fe3nopaTarH — ¢ 6 Mecales, nopataguH — ¢ 2 ner) [2,
3,5, 24].
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MHTpaHasanbHble aHTUrNCTaMUHHbIE JieKapCTBeHHble CpepcTBa. 3aHMMaloT
Ba)KHYI0 HUWY B neyeHnn AP. MoryT Ha3HauaTbCA B KayecTBe MOHOTEpPanum Uamn B KOM-
6uHauuKM C NpenapaTtamn M3 ApPYrux rpynn, xapaktepusyloTtca 6bicTpbiM 3ddekToM 1
BbICOKMM npodunem 6esonacHoctu. Mpu HeadPeKTMBHOCTN MepopasibHOro npremMa
AHTUTMCTAMUHHbBIX MPenapaToB MOXKHO PAacCMOTPETb UX TOMUYECKUEe MHTPaHa3albHble
$opMmbl, MpY 3TOM OJHOBPEMEHHOE MPUMEHEHWE MepPOopPaNbHOM U MHTPaHa3anbHOWM
bOpPM aHTUIMCTaMUHHBIX CPeACTB He MPOAEMOHCTPUPOBANO NPerMYyLLeCcTB nepes nx
pa3genibHbIM UCMOJIb30BaHNEM. ToNMYecKne aHTUIMCTaMUHHbIE CpeacTBa UMET Obl-
CTpoe Hayvano aenctena (4o 15-30 MUHYT nocne NepBoro NpUMeHeHua), NO3TOMy MOTyT
NPUMEHATLCA B peXxnme «no TpeboBaHuo». OfHaKo NPOAOMKUTENIbHOE UCMO/Nb30Ba-
HMe WHTPaHa3asbHbIX aHTUTMCTaMMUHHBIX CPeACTB NOKa3ano ropasfo 6onee BbICOKYO
30 deKTUBHOCTb, YeM MX MpUMeHeHune «no TpeboBaHWMio». MoryT BbI3biBaTb CyXOCTb
BO PTY, MOABJIEHNE CbIMNW, OTEKa CITIOHHBIX Kefe3, pa3fpaxeHne CNM3ncTon 060M10uKK
HOCa, NPMBOANTL K HapyLleHunto BKycoBocnpuatua. [Jo 15-20% navumeHToB (0co6eHHO
NPV HENPaBWUIbHOWN TEXHMKE MHTPaHa3aJbHOro BBeAEeHNA) OLLYLLIAIOT FOPbKNI BKYC Npwn
nx npueme. NHTpaHasanbHble aHTUTMCTaMUHHbIE CpPeACTBa He OKa3blBalOT 3HAYMMOTO
BO3[ENCTBUA Ha CYMMTOMbI COMYTCTBYIOLLEro anfiepruyeckoro KOHbIOHKTUBUTA, MNO-
3TOMY ANA 3TUX Lienern 3aperncTpMpoBaHbl 1 UCMONb3YITCA COOTBETCTBYOLNE TONMYe-
cKkne ¢opMbl B BuAe rasHblx Kanenb. MNpeactaButensiMm 3Toro Knacca nekapcTBeHHbIX
CpeacTB ABNAOTCA: anbkKadTaguH, SNMHACTUH, 6enoTacTnH, KeToTUdEH, ononaTaguH,
asenacTuH (3apernctpupoBsaH B benapycu) [1, 3, 6].

MprMepoM KayecTBEHHOrO 1 3$pHEKTUBHOIO UHTPaHA3aIbHOr0 aHTUIMCTAMUHHOTO
cpefcTBa Ha OCHoBe a3enacTuHa asnaetca AsennHekc (OO0 «QopTrea Mep», Pecny-
6nuka benapychb), Bbinyckaemblil B Bie 4O3MPOBAaHHOIO Ha3anbHOro Crpes 1 NokasaH-
HbIl AnA neyeHua AP y feTeld ¢ 6-neTHero Bo3pacta 1 B3pocnbix. A3ennHeKkc obnagaet
BCEMU MperMyLiecTBaMn COOTBETCTBYIOLWEN TPynbl NpenapaToB, BKAOYasa ObicTpoe
Hayano AeNCTBMA N BO3MOXHOCTb ASINTENIbHOIO NCMNOJIb30BaHUA (B COOTBETCTBUU C UH-
CTPyKUMen No MefuUMHCKOMY NMPUMEHEHWIO, OFPaHUYeHUN NO MPOJOIIKUTENBHOCTN
NpUMeHeHNA HeT).

UHTpaHasanbHble cTepongHble eKapcTBeHHble cpeacTBa. OHM NPeBOCXOAAT CU-
CTeMHble 1 TOMNYeCcKne aHTUrMCTaMHHbIE CPeACTBa, NpenapaTtbl KPOMOMMMLMEBON KINC-
NIOTbI MO Cune AencTBMA, OKa3blBalOT MOLLHOE BIMAHME Ha BCE OCHOBHble CMMNTOMbI AP
(BKNtoYas BblparkeHHOE yMeHbLUEeHUE 3aM10KeHHOCTU Hoca — bonbluee, Yyem Npu UCMonb-
30BaHWM CUCTEMHbBIX aHTUIMCTAMUHHbBIX 1 aHTUNENKOTPUEHOBbIX CPEACTB) MOCPEACTBOM
WHTEHCMBHOIO NPOTMBOANNEPINYECKOro, NPOTNBOBOCNANNTENBHOIO N COCY[OCYKMNBatO-
Lwero aenctemA. ABNAOTCA NpenapaTamm NepBoro Bbibopa B SleueHUN NaluneHTOB C nep-
CUCTUPYIOLLMM, CPEAHETAXENbIM 1 TAXeNbiM TedyeHnem AP (0co6eHHO Mpu BblpaMeHHo
Ha3anbHOM 0bCTPYKUMM), a Takxe Npu HeabbeKTUBHOCTU NpeaLecTBYoLLen MOHOTepa-
NMUN CUCTEMHBIMM aHTUIMCTaMUHHBIMUK CPeaCTBaMU. BaxkHbIM AOMNONHUTENbHBIM 3ddek-
TOM HEKOTOpbIX U3 HUX (Hanpumep, bnyTrkasoHa dypoaTa) ABNAETCA YMEHbLUEHMWE Bbl-
paXeHHOCTM 1 rAasHbIX CMMNTOMOB MPY CONYTCTBYIOLWEM PUHUTY anfieprmyeckom KOHb-
IOHKTUBUTE [2, 3].

[JencTeme 3TON rpynnbl NpenapaToB HAUYMHAETCA y>Ke Yepe3 HECKONIbKO YacoB nocse
nepBoro NpMMeHeHUsA, O4HAKO ANA CHUMXEHNA NHTEHCUBHOCTM CUMNTOMOB AP MoXeT no-
TpeboBaTbCA HECKONBbKO AHEN, MPU 3TOM MaKCUMasbHbI 3$GEKT AOCTUrAETCA He paHee
yeMm yepes 2 Heflenn UX NpUMeHeHnsA. B cBA3N ¢ 3TM LienecoobpasHbIM ABNAETCA HayaNo
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UX NpuemMa 3a 2 Hegenu Ao NpegnosiaraeMoro Havyana uBeTeHusa 1 NoIMHaUMN BepoAT-
Horo annepreHa. CnegyeT OTMeTUTb, YTO NPOMbIBaHWE HOCa COMEBbIMU PacTBOpPaMu ”
yaaneHve Cnusn nepep HenocpefacTBEHHbIM BBEAEHNEM NHTPaHa3anbHbIX CTEPOUAHbIX
CpefcTB, Kak M KpaTKoCcpoyHoe (Ao 5 CYTOK) npeALlecTByloLlee NCNosib30BaHNe AEKOH-
rectaHTa (0cobeHHO Npu Bblpa)KeHHOW 6nokage NONOCTU HOCa, NPENATCTBYIOLEN NPo-
HUKHOBEHMIO Cripes, YTO MOXET OTMeUaTbCA B Havase neyeHua AP), noBbIWwaloT CKOPOCTb
HacTynieHna 1 BbipakeHHOCTb 3bdeKTa cTeponoB 3a cyeT 6OsbLIEro UX KOHTaKTa co
cnm3ucTon obonoukon [6, 14].

Hanbonee yacTbiMM MECTHbIMW HeXenaTeNibHbIMK peakuMAMMU NPY KCNOoJb30BaHMN
WHTpaHa3asibHbIX CTEPOULOB ABMAIOTCA: CYyXOCTb CAU3MUCTON 060nouKM, obpasoBaHue
KOPOK, HOCOBble KPOBOTEUEHMSA, pa3fparkeHne cnm3ncTbix obonouek, nepdopauma Ho-
COBOW neperopofkn (pefko). PUCK NX BO3HMKHOBEHNA BO MHOMOM acCOLMUPOBAH C Ha-
pylueHVeM TEXHUKM BBeAeHUA AaHHbIX npenapaTos [2, 3, 71.

B 60nbWMHCTBE U3 MHOFOUYMCNEHHDBIX UCCNEQOBaHUA B AETCKON NONynAumMn npoge-
MOHCTPUPOBAHO, YTO MPUMEHEHME COBPEMEHHbIX MHTPaHa3asbHbIX CTEPONAOB 3HAYNMO
He BNIMAET Ha POCT 1 rmnoTanamo-runodrsapHo-HaanoUYeYHNKOBYIO CUCTEMY, MUHEPasb-
HYI0 NIOTHOCTb KOCTHOM TKaHW, pa3BuUTME rayKoMbl 1 KaTapaKTbl. Tem He MeHee yBepeH-
HO UCKIOYNTb PUCK PA3BUTMA CUCTEMHbIX HEXXenaTeNbHbIX peakumii Npy NCNonb30BaHNN
WHTPaHa3asbHbIX CTEPOUAOB B HacTosALLee BpeMaA Henb3A. B page nccnegosaHuii nonyye-
Hbl COOTBETCTBYIOLLME pe3ybTaTbl, 0COGEHHO NPU ANIUTENIbHOM M BbICOKOAO3HOM NpuMe-
HeHWW TONMYeCcKnx CTeponaos. B cBA3M € 3TMM B neguaTpuyeckon npakTuke 3tm npena-
paTbl peKoMeHA0BaHO UCMOJIb30BaTb B MUHUMAasIbHOWN CYTOYHON TepaneBTUYEeCKON A03e,
No3BONAIOLLEN KOHTPONMPOBaTb cMMNTOMbI AP, a Mpy HeobXoAMMOCTU AIUTENIBHOIO WX
npUMeHeHNA HeO6XOAUMO CneauTb 3a POCcToM pebeHka [2, 3, 71.

besonacHOCTb TONMYECKNX CTEPONAOB U BEPOATHOCTb Pa3BUTUA CUCTEMHbIX HeXXe-
naTenbHbIX peakuuin onpegenanTca X 6MOAOCTYNMHOCTbIO U YPOBHEM MHAKTUBALUN
npv NepPBUYHOM NPOXOKAEHUM Yepe3 neyeHb. icnonb3yemble B KNMHUYECKON Npak-
TUKe VHTPaHa3abHble CTepouAbl YCSIOBHO PasfenAlnTca Ha 2 NOKOJIEHMA: K NepBOMY
OTHOCAT JSleKapCTBEHHbIe CpefCTBa Ha OCHOBe beknomeTasoHa n bygecoHmaa (3aperu-
CTPUpPOBaHbI C 6 neT, 6uogocTynHocTb 30-50%), dnyHn3onuaa n TpramunHoONoHa ale-
TOHMAa (He 3aperucTpupoBaHbl B benapycu B faHHoM popme, 6rogoCTyNHOCTb COCTaB-
naet ot 10 go 50%); Ko BTOPOMY MOKOJIEHWIO MPUHAANEXAT JleKapCTBEHHble cpeacTBa
Ha OCHOBe UuKnecoHuga (He 3apernctpupoBaH B benapycu B gaHHol dopme, buopo-
CcTynHocTb MeHee 0,1%), bnyTukasoHa dpypoata n momeTazoHa dypoaTta (3apermcTpu-
poBaHbl € 2 neT, 6rofoCcTynHOCTb MeHee 1% n meHee 0,1% COOTBETCTBEHHO), a TakXKe
dnyTrnkKasoHa nponunoHarta (c 4 net, 6uofOCTYNHOCTb MeHee 2%). IbbeKTUBHOCTb BCex
3TUX TOMNYECKNX CTepouaoB B neveHnn AP y geteir BnonHe conoctaBmma. OgHako ¢
yueTom dakTopa 6e3onacHOCTM criefyeT oTAaBaTh NpeanoyTeHre npenapaTam C MeHb-
we 6MOJOCTYNHOCTbIO — Ha OCHOBe GnyTnKa3oHa pypoaTa, MOMeTa3oHa dypoaTta u
dnyTnkasoHa nponuoHaTa [2, 5, 6, 9, 14, 25].

Cpenin 3aperncTpupoBaHHbIX Ha oTeyecTBEHHOM $bapMaLeBTUUECKOM PbIHKE NHTPa-
Ha3anbHbIX CTEPOUAOB Ha OCHOBE MOMeTa3oHa ¢dypoata OfHUM U3 YCMeLWHO NpUMeHs-
eMbIX B negmaTpuyeckon npakTuke asnaetca MomeHekc (OO0 «DopTtuea Mep», Pecny-
6nuka benapycb) B Bufe [03MPOBaHHOrO Ha3anbHOro cripes, NpefHa3sHauyeHHOro Ans
neuveHna APy peTtein c 2-neTHero Bo3pacTa 1 B3pOC/iblX, a TaKXe A1A lieYeHNAa 0CTPoro pu-
HOCKHycKTa 6e3 Nprn3HaKoB TAXeNnon bakTepranbHoOM MHbeKLMKN y aeTen cTapwe 12 net
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1 B3pocsbIxX. Hapagy ¢ npycyLimMmMmn Bcemy Knaccy MHTpaHa3anbHbIX CTEPOU0B BbICOKON
3bdeKTMBHOCTbIO U 6e30MacHOCTbIO B nedeHnn AP, BaXXHOWM ocobeHHOCTblo MomMeHeKca
ABNAETCA ero JOCTYMHaA CTOMMOCTb 1 Hanuyue y 3TOro Ha3aslbHOro cnpes cneymanbHoro
nosupytolero ycrponctea (Aero Pump GmbH, fepmaHus), npenATcTBytoLlero 3arpasHe-
HUIo coflepKumoro dnakoHa.

Mpumepom KauecTBeHHOTO 1 3$bEKTUBHOTO MHTPaHa3anbHOro cTeponja Ha OCHOBe
dnyTukasoHa nponuvoHata B dopme fO31POBaHHOrO HasaNbHOro crnpes asnaetca OnyTu-
Hekc (OO0 «®opTumBa Mepa», Pecnybnuka benapycn), 3apernctpmpoBaHHbIi Ana neyeHns
APy petein ctapuwe 12 net v B3pocibix. ONTUManbHbIN peXxnm 4O3MPOBaHNA (OQHOKPATHO
B CYTKM), COXpaHeHNe CBOWCTB JIekapCTBEHHOTO CpefiCTBa Noce BCKpbITUA dnakoHa fo
KOHLIa CpOKa rofHOCTK, AOCTYNMHAaA CTOMMOCTb NPefCTaBAAT COBOM BaxKHble MpenmyLie-
CTBa 3TOro NieKapCTBEHHOro Npenapara 6enopycckoro Npov3BoaCTBa.

PekomeH0OBaHO He TOMbKO CTPEMUTbCA MCMONIb30BaTb MUHUMAJNIbHO [OCTaTOUYHble
ana 3bdekTnBHOro KoHTpons 3a AP 103bl CTepongoB, HO Y OFPaHNUYUTL MPUMEHEHWE Y
[eTell MHTpaHa3anbHbIX cTeponaoB ¢ 6onee BbICOKOW OMOAOCTYNMHOCTbIO, TakMX Kak Oy-
necoHug (go 30-40%) n 6eknomeTasoH (go 40-50%). BaxkHO TakxKe ynomMsHyTb U O TO-
nMyYeckmx KOMOMHMPOBaHHbIX Mpenapartax, BKYalLWmnx CTeponbl C KpaliHe BbICOKON
61ogoCTynHOCTbIO (fekcameTa3oH, 6onee 80%), KOTOpble MO3ULMOHMPYIOTCA B KauecTse
npenapaToB A/1A JleYeHrsA OCTPbIX U XPOHUYECKMX 3aboneBaHnii Hocornotkn. OfHaKko no-
Ka3aHuA K HazHauyeHuio, 3bdeKTUBHOCTbL M 6€30MacHOCTb X NpUMeHeHUA Npu AP y feTten
He noaTBepKaeHbl [2].

PaspaboTaHbl 1 BHeipeHbI B KITMHNYECKYIO MPAKTUKY KOMOMHUPOBaHHbIE IeKapCTBEH-
Hble cpefiCTBa Ha OCHOBE MHTPaHa3aNibHbIX aHTUIMCTaMUHHBIX CPEACTB U TOMUYECKMX
CcTepongoB (a3enacTnHa rugpoxnopug + GayTrkazoH NponmnoHat, MoMeTa3zoHa dypoat +
ononaTafuH), AeMOHCTpUpPYIOLNEe CUHEePrn3M oborx KNaccoB NeKapCcTBEHHbIX CPeacTs
npu Takom NprYMeHeHWM (Hauano fencTBuA oTMevaeTca bbiCTpee, YemM NPy MOHOTEpanuu,
yXe B TeUeHrie HECKONbKUX MUHYT UM MepBOro Yaca COOTBETCTBEHHO [N BbllleyKa3aH-
HbIX KOMOVHaLMI; BblpaXkeHHOoe BUAHKE Ha Bce cumnToMbl AP sbdekTnBHee moHoTepa-
NN B KYNnMpoBaHUW rnasHbix cumnTomos) [3, 14, 17].

AHTaroHUCTbl NEeNKOTPUEHOBbLIX PeLenTopoB (aHTUNENKOTPUEHOBble neKap-
CcTBeHHble cpepcTBa). OHK ycTynaT no 3GGeKTMBHOCTM MHTPaHa3anbHbIM CTepong-
HbIM MpenapaTtam B ieueHun AP, MOTyT NPUMEHATbCA Kak B KauecTBe MOHOTepanuu, Tak
N B COCTaBe KOMMeKcHoro nedyeHus AP. MpepacTtaBneHbl NpaHnyKacTom, 3adrpnykactom
(He 3apeructpupoBaHbl B benapycu), moHTenykactom (3apeructpupoBaH B benapycu
C 2 nert, B page CTpaH — C 6 mMecAleB). 3a cueT cneyndryeckoro CBA3bIBaHWA C LUCTEM-
HUN-NEeNKOTPMEHOBbLIMU peLienTopaMy MOHTENYKacT nodasnaeT BocnaneHne Camn3mcTon
Hoca 1 6pPOHXO0B, CMPOBOLMPOBaHHOE BO3eNCTBMEM anniepreHa, obnagaeT BblpaXXeHHbIM
npoTuBoannepruyecknm genctanem, sdpeKTnBeH Kak B NogaBneHmMm CUMMNTOMOB, Tak U1
B NpodurnakTnke NX BO3HUKHOBEHUA. HasHaueHme MoOHTenyKacTa npu covetaHun AP ¢
H6pOHXManbHOM acTMON ABNAETCA cTepomaocoeperatoLLeli onymnen, NO3BONAAET KOHTPOSIM-
poBaTb CUMNTOMbI Kak AP, Tak 1 6poHxranbHom acTMbl. OfHaKo npucyLmue fJaHHoOW rpyn-
ne NeKapcTBEHHbIX MpernapaToB MoTeHUManbHble HENpPOMNCUXMYECKUE HexenaTtesibHble
peakuuu, KoTopble 6blIM 3aperMcTpMpoBaHbl B NeanaTpuyeckon nonynauum, BKYan
aHOManuu cHoBuaeHW, 6eccoHHKLY, 6ecnoKONCTBO, AENPECCUio, CyNUMAaNbHbIe MbICK,
8 2020 r. no6byaunu YnpasneHue no KOHTPONIO 3a npoaykTamu 1 nekapctsamu CLUA (FDA)
BHECTW NpepocTepexeHne B MHCTpyKuuto. FDA pekomeHayeT NpUMeHATb MOHTeNyKacT
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npu AP TONbKO y NauUMeHTOB C HEAOCTAaTOYHbIM OTBETOM WAN HENEPEHOCUMOCTbIO aslb-
TePHATUBHbIX METOAOB NeyeHuA. NpuHUMana pelleHre 0 Ha3HaYeHU UK NPOJOIIKEHUN
npuema npenapata, cielyeT yunTbiBaTb PUCKM 1 MONb3Y MOHTeNyKacTa, MHpOpMMpPOBaThb
BCEX MaLMEHTOB O BO3MOXKHOM PUCKE HEeNpOMCUMXMYECKMX HexKenaTefibHbIX peakuui,
MOHUTOPUTb BO3MOXHOE NOABMIEHNe MOCNeAHUX B npouecce nprema MoHTeflyKacTa ¢
HemeAsIeHHO OTMeHOoN npenapaTta npu Nobbix OTKIOHEHUAX. B nccnefoBaHmaAx Takxe
obHapyXeHa BO3MOXHasA CBA3b MeXAy NPpUMeHeHeM aHTUNENKOTPUEHOBbIX CPeACTB 1
pa3BuTMeM 303MHOGUNBHOIO rpaHynemaTosa C noanaHrumTom [1-3, 14].

Pa3paboTaHbl 1 MICMONb3YOTCA NPU HEOOXOAMMOCTN KOMMJIEKCHOTO neveHna AP Kom-
H6UHVPOBaHHbIe NIeKapCTBEHHbIE NpenapaTbl HA OCHOBE aHTUNENKOTPUEHOBbIX CPeACTB U
CUCTEMHbIX aHTUIMCTaMUHHbBIX CPELCTB HOBOrO NOKONEHUA (IeBOLETUPU3MH 4+ MOHTeNy-
KacT).

MHTpaHasanbHble neKapcTBeHHble CpeicTBa Ha OCHOBE KPOMOFNMLNEeBON KuUC-
noTbl. JTV cpefcTBa 06nagaoT CTabrunmM3npyoLwmmMm BO3AeNCcTBUEM Ha MeMOpPaHbI TYUHbIX
KneTok. [peactaButenamm AaHHOM rpynnbl ABAATCA NeKapCTBEHHblE CpeCTBa Ha OCHOBe
HeoKpOMMNa HaTPUA N KPOMOTIMKaTa HaTpus, BbiNyCKaeMble B BUAE NHTPAHa3aNbHbIX U
rnasHbix Gopm. IGbEKTUBHOCTb STON PYNMbl HUXKE, YEM Y CUCTEMHbIX aHTUTMCTaMUHHbBIX
CPeAcCTB U MHTPaHa3asbHbIX CTEPOMAHDBIX NPENapaToB, OHN He BANAIOT Ha 3aI0KEHHOCTb
HOCa KaK Ha OfIMH 13 KntoyeBblx cumntomoB AP. HeobxogumocTb B 3abnaroBpemeHHOM (8o
KOHTaKTa C anfiepreHom) Havane npriema, 4aCTom BBEAEHMMN B TeUeHne OHA CYLeCTBEHHO
OTpa)aeTcA Ha KOMMNNAeHTHOCTU naumneHTa. OgHaKko BaXkHbIM NpPenmyLLeCTBOM 3TOWN rpyn-
Mbl NpenapaToB ABMAETCA KX BblcoKaa 6e3onacHocTb. Ix npumeHeHne npu AP ctaHOBUTCA
yao6Hol onuumeit y naumeHToB co ctepongodobureit, npu oTcyTcTBMM 3bdeKTa nnm NnpoTu-
BOMNOKa3aHMAX K MPUMEHEHMIO UHBIX MPYNN NeKapcTBeHHbIX cpeacTs [1, 2].

CocynocyxuBaowme MHTpaHa3sanbHble NeKapCcTBeHHble cpeAcTBa (AeKOoHre-
CTaHTbI). OTN CpeACcTBa NCNONb3yoTCA Npu AP B KayecTBe CMMNTOMATUYECKOro fieyeHmns
nA 6bICTPOro yMeHbLUEHUA 3aJIOXKEHHOCTN HOCa. [leKOHreCTaHTbl AeNCTBYIOT Ha CUMMa-
TUYECKYI0 perynaumio TOHyca KPOBEHOCHbIX COCYAIOB 3a CUET BANAHUA Ha agpeHepruye-
CKue peuenTopbl. BoipaxeHHOe cocyaocy»KmBaloLlee fecTBE Pa3BUBAETCA YxKe B nep-
Bble MUHYTbI NOC/E NCMOMNb30BaHNA, OOQHAKO KYyNMpyeT NNLb 3a10XKEeHHOCTb HOCA, HNKaK
He BNMAA Ha MHble cuMmnToMbl AP. VX KpaTKOBpeMeHHOe MprYIMEHEeHMEe BO3MOXHO Y na-
umneHToB ¢ obocTpeHnem AP 1 Bbipa)KeHHOW Ha3zanbHoW ob6cTpyKumen. Mpeanoytntens-
HO MCMOJIb30BaHNe AEKOHreCTaHTOB C MaKCMMasbHOW NPOAOIIXNTENbHOCTbIO AENCTBMA
(Hanpumep, y okcumeTasonuHa — Ao 12 4acoB), MeHbLLE KPaTHOCTbIO MPreMa, MEHbLUMM
PUCKOM HexenatenbHbIX peakuuin (Hanpmumep, Ha OCHOBE OKCUMETA30/1Ha, KCUoMeTa-
30nuHa, dpeHunadpurHa), n3berasa cpefcTs C MakCManbHbIMU prckamu (Hadasonur). Anu-
TeflbHOEe NPUMEHEHNE AEKOHIeCTaHTOB COMPAXKEHO C BbICOKMM PUCKOM HeXXenaTeNbHbIX
peakuui (rmnepteH3nsa, 6ecCoOHHMLA, TaxnKapamsa, Bo30yaeHune, Npy nepefo3npoBKe —
WHTOKCMKaLMA), pa3BUTUEM MeAMKaMEHTO3HOMo pUHUTa. BaXXHO OTMETUTb, UTO, HECMOTPA
Ha HanMuue nekapcTBeHHbIX POPM JEKOHreCTaHTOB, 3apPerncTPUPOBaHHbIX K MPUMeHe-
HUIO Y feTell C pOXAeHUA, CyLLeCTBYyOLLne MeXayHapOAHble peKkoMeHAaumy npegocrepe-
raloT OT NPUMEHEHNA fEeKOHreCTaHTOB Y AeTel MmnagLie 6 fieT BBMAY BbICOKOro pycKa pas-
BUTUA MHTOKCMKaLNKN, COBETYIOT C OCTOPOXHOCTbIO MCMONb30BaTh WX AaXe B pa3peLleH-
HOM VHCTPYKUMEN pexnme y feTeil B Bo3pacTe oT 6 fo 12 neT u pa3spewarT cBo604HO
Ha3HauaTb C cobnogeHnem Bcex NpasBu UX NpUMeHeHNA (KOHLeHTpaLuus, pa3oBas 1033,
KPaTHOCTb 1 ANUTENbHOCTb NPUMeHeHUA) getam ctapwe 12 ner [5, 6].
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3apernctpmpoBaHbl KOMOMHVPOBaHHbIE NIEKApPCTBEHHbIE MpenapaTbl, coyeTalowme
afpeHOMUMETUK U UHTPaHa3anbHOe aHTUIMCTaMHHOE CPeacTBo (Hanpumep, deHunsd-
PWH + AUMETMHAEH), UTO NoBblwaeT 3GHEKTUBHOCTb TakMX KOMOMHMPOBAHHbIX CPEACTB B
CpaBHeHWW C MOHOTepanuen.

CrepoungHblie neKapcTBeHHble cpeAcTBa cuctemHoro aencreunA. OHu MoryT npu-
MEHATbCA B KauecTBe YyeTBepTon CTyrneHn nedeHna AP (Npu HeaddeKTUBHOCTMN neveHuns
TpeTbeln CTyneHn — KOMOVHMPOBAHHOTO MCMONb30BaHUA UHTPaHa3alibHbIX CTePOUI0B,
CUCTEMHbIX aHTUTMCTAMUHHbBIX Y @aHTUNENKOTPUEHOBbIX CPeACTB) AN ANA KYNMPOBaHMWA
TAXKenoro o6octpeHus AP. C yueTom o6LUIMPHOro CneKkTpa NoTeHUManbHbIX HeXxenaTenb-
HbIX peakL i Npu X NPUMeHeHNN JOMYCTUM KOPOTKUIA KYPC NX CUCTEMHOTO (Npeanoytu-
TeSIbHO NepopasibHOro) MCNoNb3oBaHMA. HacToATeNbHO He peKoMeHAOBaHO MpUMeHe-
HMe cncTemHbIx GOpM CTepOMAOB MHTPaHa3anbHo, Kak U Ha3HaYeHne AenoHMPOBaHHbIX
NHDBEKLMNOHHBIX GOPM CUCTEMHbIX cTepongos [1, 26].

Omanusymab. AsnaeTca rymaHu3MpoBaHHbIM MOHOKIOHANbHbIM aHTUTENOM, MOMY-
YeHHbIM Ha OCHoBe pekombuHaHTHom [HK. CenekTnBHO cBA3biBaeTcA ¢ IgE n npepot-
BpaLlaeT ero B3amMmopencTame ¢ BbicokoadpduHHbiMm FceRI-perentopom. Takum obpazom,
NPONCXOAUT YMeHblUeHMEe KonuyecTBa cBoboaHoro IgE, KoTopbiin ABNAETCA MyCKOBbIM
daKTOopOM AnA Kackafa annepruyeckmx peakumi. Pesynbtatebl UcCneoBaHUN 4EMOHCTPU-
pytoT 3dbeKTUBHOCTL OMann3ymaba He TONbKO B IEUEHNUN TAXKENON aTonnyeckom 6poH-
XVanbHOWM acTMbl, HO U B CHVXEHWW BblPaXeHHOCTW BCEX CUMMTOMOB U NOTpebHOCTU B
CUMNTOMAaTNUYECKOM nedyeHnn y nauymeHToB ¢ AP. Mpu AP omanusymab, Kak 1 cMcTeMHble
CTepounAbl, PEKOMEeHAOBaH Kak BapuaHT NleyeHnsa YeTBepTor CTyNeHU Npu HeJocCTaTou-
How 3¢ deKTMBHOCTY NpedLecTayoen Tepanum. C y4eToM MexaH13Ma JeNcTBUA U Cy-
LLeCTBYIOLLMX OFPAaHMYEHNIN ero cfiedyeT Ha3HavyaTb NauMeHTam ctapue 12 neT, KoTopbiM
cBoeBpemeHHO He nposoaunacs ACUT, ¢ Taxenbim TeyeHnem AP no KpaHeln mepe 3a He-
ento Jo 0XngaeMoro ce3oHa nblieHNA NPUYMHHO-3HAYNMbIX PacTeHUI (COrTacHO aHaM-
HeCTUYeCKUM AaHHbIM O NpeabiayLMX ce30Hax) 1 NPoJoMKaTb eveHne 40 OKOHYaHuA
Ce30Ha MbIeHNA NPUYMHHO-3HAUYUMbIX anfiepreHos [1, 2, 27, 28].

AnnepreH-cneyndunyeckas MUMMyHoTepanusa

ACUT sBnaeTca «30/10TbIM CTAaHAAPTOM» MaTOreHETUYECKOrO NEeYEHUA anfieprnyeckmx
3aboneBaHuni, cBA3aHHbIX C IgE-onocpefoBaHHbIM MEXaHN3MOM, 3aKioYaeTcA BO BBeje-
HUW B OpraHn3m naumeHTa no cneuunanbHbIM CXeMaM YBeNMUMBAIOLMXCA 103 anfiepreHa,
OTBETCTBEHHOrO 3a KNIMHUYeCK/e NpoABeHnA 3aboneBaHNA y JaHHOro nauueHTa. Bos-
MOXHOCTb nposeaeHna ACUT gomxHa 6bITb paccMoTpeHa Y Bcex nauneHToB ¢ AP, Komy
OHa He MPOTMBOMNOKa3aHa (B Nepvog pemMnccun, B TOM Yncie MeikaMeHTO3HOW), C Le-
Nbl0 YMEHbLUEHUA BblpaXKeHHOCT cuMnTomoB AP, cHUXKeHMA noTpebHOCTM B npenapaTtax
ONA CUMNTOMATUYECKOro NNeYeHus, npedynpexaeHna pacluMpeHns CrnekTpa annepreHos,
CHUXKEHUA pPUCKa Pa3BUTUA BPOHXMANbHOM acTMbl.

ACUT pelicTBYeT Kak Ha paHHIoI0, TaK 1 Ha No3gHioo dasbl aniepruyeckoro oTBeTa,
NPUBOANT He TONbKO K TOPMOXEHUI0 annepreH-cneundrueckon peakumm, HO U K yrHe-
TEHUIO TKaHeBOW rmneppeaktuBHocTu. MNog genctemem ACUT npomncxogut nogasneHve
mMurpauun 3epPeKTopHbIX KNETOK B 30HY anneprnyeckoro BocnaneHms, BO3HUKaET reHe-
pauua perynupyowmx T-numpoLmToB, CNOCOO6CTBYOWNX NHAYKLUN NMMYHONOMMYECKON
TONnepaHTHOCTY, NoAaBneHnio NponndepaTMBHOro U LMTOKMHOBOIO OTBETa B OTHOLUEHUN
BMHOBHbIX anjiepreHoB.
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B 3aBMCcUMMOCTY OT gnnTenbHOCTU NpoTokona, ACUT MoxeT 6bITb Npeace30HHON, Npeace-
30HHO-CE30HHOM 1 KPYrnoroanmyHom. 3PpGeKTBHOCTb ee NpoBeAeHA BbipaXkaeTcA B yMEHb-
LUEHUN UAW MOAHOM OTCYTCTBUWN KIMHUYECKMX CUMMNTOMOB MPW eCTEeCTBEHHOW 3KCNO3MLUnn
annepreHa B nocnegytotiem. loctynHo nposeaeHne ACUT Bpayom-annepronorom, HaumHas
C 5-neTHero Bo3pacTta nauueHTa, B BUAe NOAKOXHOro 1 CybnmnHreanbHOro MeTogoBs BBeAe-
HVA annepreHoB. B negmatpuyeckon npakTmke npeanoyTeHne oTaaeTca CyonMHraanbHoOMy
MeTofy, KOTOpbIi obecrneurBaeT BbICOKMI ypoBeHb 6e30MacHOCTI, OTCYTCTBME Heobxoam-
MOCTU B IHBa3UBHbIX UHBEKLMAX N YaCTbIX BU3WTaX K Bpauy [2, 5, 29, 30].

Xupypruueckoe neueHmne

Y naumneHToB ¢ AP K XUpypryeckomy ieueHunto NproberaoT Npu HaiMunm ConyTCTBYHo-
LVt NaToNOrnK, Bbi3bIBAIOLLEN CTONKYIO OOCTPYKLMIO NONOCTM HOCa. MeMUMHCKME NoKa-
3aHUA K NPOBEAEHIO XNPYPrUYECKOro fiedeHns onpeaenseT Bpay-oTOPUHOapUHIONor
Ha OCHOBAHMW KOMMNEKCHOrO OCMOTPA, BKJTIOUAIOLLETO BM3Yann3npylowme Mmetofbl gva-
rHOCTUKM. NaHOBOE XMpPYpPrnyecKoe fieueHne He PeKOMeHAO0BAHO B CE30H NOMnHaLMm
NPUUYMHHO-3HAUMMbIX aNIEPreHOoB.

MeTtoabl anbTepHaTUBHOW 1 HETPaAULMIOHHON MeANLINHbI

OtcyTcTBME yOeanTenbHoM foKa3aTenibHol 6a3bl No Bonpocam 3¢peKTMBHOCTY 1 6e3-
OMacHOCTV NPUMEHEHUA TaKNX METOAOB, Kak romeonaTtus, GputotTepanus, rmnHo3, TeXHW-
KW penakcaumu, noHm3auma Bosgyxa, dvusmnoTtepanus, orpaHMUMBaeT UX UCMONb30BaHNe
npwu AP. Mo HeKoTopbIM U3 3TUX HanpaBfieHWl (Hanpumep, ynoTpebneHne meaa, akynyH-
KTypa) nccnefoBaHna NPOJOMKATCA, U UX Pe3ynbTaTbl CBUAETENbCTBYIOT O BO3MOXHOM
Hannummn a¢pdekTa B npodunakTnke n neveHun AP [1, 2, 51.

B MEOVNUMHCKAA MPOOUNTAKTUKA

MeauuunHckaa npodunaktuka AP BKnloyaeT cTpaTernu, HanpaB/ieHHbIe HA CHUXKe-
HUEe PUCKa BO3SHUKHOBEHWUS N NPOrpeccnpoBaHmA CUMNTOMOB NMOCPEACTBOM COYeTaHMA
KOHTPO/IA 3a OKpY»Katollen cpefol, bapMaKonornyecknx BMeLlaTenbCTB Y M3MEeHeHUA
o6pa3za xusHu. MNepeBuyHas npodrnakTMka HanpasieHa Ha NPeaoTBPaLLEHME PA3BUTMA
3aboneBaHnA, BTOPMYHaAA — Ha 3aMefJieHne nporpeccupoBaHmA 3aboneBaHua, a Tpe-
TUYHAA — Ha YMeHbLUEHMEe COMYTCTBYIOLWMNX CUMATOMOB U MUHUMM3aLMIO NOCNeACTBUN.
MepBryHaa npodunakTnka opreHTpPOBaHa Ha CHUXKeHMe 3a6o1eBaeMoCT NyTem U3Me-
HEeHMA 3TUONOTMYECKMX UK Npeapacnonaraowmnx ¢akTopos. OHa OxXBaTblBAET TEX NaLu-
€HTOB, Y KOTOPbIX eLle HeT AP, HO KOTOpble MOABEPXKEHbI PUCKY ero pa3BuTuA. BropnuHas
npodurnakTika HanpaBneHa Ha paHHee BbiAB/IeHNe 3aboneBaHUsA, UTOObI BEPHYTb NaLu-
€HTa K NOJIHOMY 3[J0POBbIO 1 MPeOoTBPaTUTb CTONKOE M NPOAOIKMUTENbHOE 3aboneBa-
Hue. OTHOCUTCA K NauMeHTaM C paHHUM AP unm yxe ceHcnburnmnsmpoBaHHbIM 1 BKNOYaeT
Mepbl, KOTOpble cneayeT NpeanpuHATL AA NpefoTBpaLleHna nporpeccnpoBaHua AP, ¢
NMOMOLLbIO TaKNX CPEACTB, KakK YMeHbLUIeHe BO3eCTBUA aliepreHoB U TPUIrepoB 1nu
npoeepeHne ACUT. TpeTnuHaa npodunakTnka onpepnenserca ymeHblueHWEM Bo3peln-
CTBUA TEKYLLEro 3ab0neBaHNA 1 ero OCNOKHEHWNI C LeNblo ONTUMM3aLMM KauecTBa XKU3HU
naumeHTa. Npu AP 3TO OTHOCKTCA K MayueHTam, cTpagatowmum ot Taxenoro AP, n Bknto-
yaeT Mepbl, KOTOpble cliefyeT NPefnpUHATbL ANA NPodUNakTUKN NpUcoeanHEHnsa Co-
NyTCTBYIOLWNX 3a60N1€BAHNI NN OCNIOKHEHWIA. 3TO MOXET ObITb JOCTUTHYTO C MOMOLLbIO
onpeneneHHoro neYeHnA B COOTBETCTBUMN C COBPEMEHHBIMU peKoMeHAaunaMmn. MIMeHHO
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B JaHHOM KOHTeKcTe BKtouyeHne ACUT nnmn bronormnyecknx npenapartos B Sle4eHue cTa-
HOBUTCA 0COOEHHO YMECTHbIM [4].

MpodunakTtka AP HanpaBneHa Ha yCTaHOBJIEHWE U COXPaHEHWe AINTENbHOrO KOH-
TPONA 33 KAMHWYECKUMW CUMMTOMaMK, npeaynpexxaeHne obocTpeHuin 3aboneBaHuA.
Ob6a3aTenbHO BKIlOYaeT B ce6A 3IMMNHALNOHHbIE MEPONPUATUA — YCTPaHEHWE Un orpa-
H/YeHVie BO3AENCTBUA annepreHa WM MHbIX TpurrepoB AP, nckniouveHne 13 paumoHa
(orpaHnyeHmne) NepeKpecTHO-pearnpyoLwmx NPOAYKTOB 1 NleKapCTBEHHbIX CPeACTB pac-
TUTENbHOIO NPONCXOXAEHUA (Y NAaLMEHTOB C NbUTbLEBOIN CEHCMbUNM3aLnen).

ACUT, npeanoxeHHasa Kaxgomy nauueHTy ¢ AP, KOMy OHa He MpPOTMBOMOKa3aHa 1
MOXeT ObITb NpOBefieHa, OTBeYaeT Ba)KHbIM HanpaBNeHUAM BTOPUUYHON NpodunakTmkm,
BKJ/1I04AA CHUPKEHME pUCKa Pa3BUTUA BPOHXManbHOM acTMbl, MporpeccmpoBaHua AP, pac-
LWMPEHNA CneKTpa ceHCnbunusauun.

Ob6yueHue nauyeHTa 1 ero 3aKoHHbIX NpefCcTaBuUTENel, B TOM YKC/e B paMKkax paboTbl
anneprowkosi, COCToUT B UHGOPMMPOBaHNN O HEOOXOAMMOCTM FPaMOTHOIO N CBOEBpPe-
MEHHOTO JiIeYeHNs; 03HAKOM/IEHNM C COBPEMEHHBIMU MeToAamn crneunprieckoro n He-
cneumdunyeckoro neyerus; obyyeHnn NpaBUIbHOMY WCMONb30BaHUIO JIEKaPCTBEHHbIX
npenapaToB, pPa3NyHbIM MepamM MPOPUIAKTUKN 0OOCTPEHNIA; NCUXONOrMYeCKon pea-
6unMUTaLmMmn; CAaMOKOHTPOJIE; 3HAKOMCTBE C NMOCIEAHNUMMN HAYUYHbIMU AOCTMPKEHUAMU B 00-
NacTn annepronorny 1 Takxe ABMAETCA BaXHbIM NPOdUNaKTUYECKNM HanpasiieHeM B
BefleHnn 3abonesaHus [2].

B 3AKJTIOMYEHUE

AP — pacnpocTpaHeHHas 1 HaHOCALLAA CYLECTBEHHbIN COLUManbHO-3KOHOMUYECKUI
N MeJUUVHCKWIA ylwep6 npobnema coBpemMeHHON negmatpun. KOMNeTeHTHOCTb U CBO-
60QHOE OpPWEHTMPOBaHKE LWUPOKOrO Kpyra Bpayei-CneLnanmctoB, BOBEUEHHbIX B
MYNBTUANCLMNIIMHAPHOE KOMaHHOe BefieHre pebeHKa ¢ AP, BKNtoyas Bpaya-neguatpa,
Bpaya — ajsieprosiora-MMMyHOJI0ra, Bpaya-oTOPMHONAPMHIONora, Bpaya-peabunmtonora,
B COBPEMEHHbIX CTpaTermsax BeAeHWA nauneHTa c 3Tum 3abonesaHviem, BnageHne 3HaHu-
AMK 06 0cobeHHOCTAX NeuveHnsa AP B geTckom Bo3pacTe, 0CBeJOMIEHHOCTb O CBONCTBAX
NPUMeHseMbIX JIEKapPCTBEHHbIX CPEACTB ABAIOTCSA 3a/lOfOM CBOEBPEMEHHOCTH, dddek-
TUBHOCTU 1 6€30MAaCHOCTU NPOBEAEHMA TaKOro JIeUeHMA B NeanaTpruuecKon NpakTmKe.

OGLUMPHBINA 1 NOCTOAHHO MOMOJHAILWMIACSA CNEKTP NeKapCTBEHHbIX MPenapaToB n3
pa3nunuHbIX hapmMaKoIormMyecknx rpynn no3BonseT B COBPEMEHHbIX YCIOBUAX MHANBUAY-
ann3npoBaTb U MoAMOULNPOBATb NedeHne naumneHTa ¢ AP, B 3aBUCMMOCTU OT KIIMHKYe-
CKOW CUTyauwmm, ROBUBAsACH CTOMKOIO KOHTPOIS 3@ CUMMTOMaMU U ANIUTESTbHOWN PeMNCCIM
3aboneBaHus.
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Pesiome

CvHgpom AnbriopTa XapaKTepusyeTcs BbICOKUM PUCKOM MporpeccupoBaHus 3abone-
BaHMA MOYEK Y MY>KUMH C X-CLenSIeHHbIM TUMOM Hac/IeloBaHWA, a TaKXKe Y NMaLueHToB C
ayTOCOMHO-PEeLeCCMBHBIM BapUaHTOM Hac/iefoBaHuUsA. Tepanna MHIMOUTOPaMM aHIO-
TEH3VHOBOW CUCTEMbI, OCOBEHHO B C/lyyasx ee paHHero Ha3HauyeHus, MO3BOJIAET 3Ha-
UMTENIbHO YNYYLUUTb MOYEYHYIO BbPKUBAEMOCTb MaumeHToB. OfHaKo aHTMNPOTENHYPU-
yecknii 3ddeKT OTCYTCTBYET NPUOGNN3UTENBHO Yy 1/3 NauMeHTOB, B OCTAsIbHbIX CJyyasx
6bIBaeT HeCTOMKNM. [laHHble 06 3 deKTUBHOCTU Tepanum 6oKaTopamMm FIOKO30-HaTpu-
€BOro KOTpaHcnopTepa 2-ro Tvmna y nayMeHToB C CUHAPOMOM AflbrnopTa NPOTUBOPEUUBDI.
B HacTosLen paboTe onuncaHbl KNMHUYECKME HabnoaeHWs 3a Tpemsa MOSTIOAbIMU NaLumneH-
Tamu ¢ X-CLenneHHbIM CUHAPOMOM ANbNopTa, UMEBLUMMY MPOTENHYPUIO HEDPOTUYECKO-
ro ypoBHsA Ha GOHe Tepanmm UHIMOUTOPaMU aHIMOTEH3MHOBOW CMCTEMBI. [IONOAHNUTESNb-
HOe Ha3HayeHue NHIMBUTOPOB MIOKO30-HAaTPUEBOrO KOTPaAHCNopTepa 2-ro Tmna npree-
110 K CHVIXKEHMIO YPOBHS MPOTEVNHYPUU B ABYX CJTyYasiX (TPAH3UTOPHO y OJHOTO NaLMEHTa),
y BCEX MaLMEHTOB COXpaHAnacb ctabunbHaa pCK® Ha npotaxeHun 12 mec. Takum 06-
pa3omM, KNMHUYECKME HAaOMIOAEHVA NOATBEPXKAAIOT INTepaTypPHbIE iaHHbIE, YTO OTBET Ha
VHIMOMTOPDI IOKO30-HATPMEBOIO KOTPAHCMOPTEpPa 2-Tro TUMNa UHAMBUAYaNbHbIN, 6onee
JeTanbHbI aHanm3 Ha 6onbluell KoropTe NaUMEHTOB HeobxoanM afa onpegeneHns Oo-
MONHUTENIbHOTO HEDPOMNMPOTEKTUBHOIO 3HAYEHUs NpenapaToB 1 ¢akTopoB, onpefensto-
LMX OTBET Ha Tepanuio y NaureHToB C CUHAPOMOM AfbropTa.

KnioueBble cnoBa: cvHApoM AnbrnopTa, NpoTeuHypwus, KinyboukoBas dunbTpaums,
NMPOrpeccrpoBaHre, XpoHMYeckas 6one3Hb Mouyek, G6MoKaTopbl TOKO30-HATPUEBOTO
KoTpaHcrnopTepa 2-ro T1na, 6510KaTopbl PEHNH-aHTMOTEH3NHOBOW CUCTEMDI
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Abstract

Males with X-linked and patients with autosomal recessive Alport syndrome have
progressive kidney disease with risk of end stage kidney disease in young age.
The treatment with renin-angiotensin-system blockers of (RASb) can significantly improve
renal survival in these patients. But RASb therapy has some limitations: no antiproteinuric
effect in about 1/3 of patients and unstable one in others. It was showed that sodium-
cotransporter-2 inhibitors (SGLT2i) reduced proteinuria and inhibited kidney disease
progression in many glomerular diseases. But SGLT2i efficiency in AS is controversial.
We present the clinical cases of young males with X-linked Alport syndrome
demonstrating nephrotic range proteinuria against the background of RASb therapy.
Proteinuria decreased in two patients (transiently in 1 patient); all patients maintained a
stable eGFR for 12 months. Thus, our clinical observations support literature evidence that
the response to SGLT2i is individual. A more detailed analysis involving a larger patients’
cohort is required to determine additional nephroprotective significance of drugs and
factors determining therapy response in patients with Alport syndrome.

Keywords: Alport syndrome, proteinuria, glomerular filtration rate, chronic kidney disease
progression, sodium-cotransporter-2 inhibitors, renin-angiotensin-system blockers

CvHgpom AnbnopTta (CA) - HacnefcTBeHHoe 3aboneBaHue, CBA3AHHOE C MyTaUMAMY
B reHax COL4A3, COL4A4, COL4AS5, kogunpytowmx cuHtes a3, a4, a5 uenen KonnareHa
IV Tnna. PacnpocTtpaHeHHocTb CA B EBpone coctaBnaeT okono 1 : 5000 yenosek [1]. le-
TepoTpumepbl a3, a4, a5 uenen konnareHa IV Tuna obpasyoT ocHOBY 6a3anbHON MeM-
OGpaHbl IOMepPY, a3 U YNUTKA BHYTPEHHErO yXa, YTO B CJlyYae HAPYLUEHWA CUHTE3a
OLHOW U3 Leneli NPUBOANT K Pa3BUTUIO MIOMepySionaT B BapnabenbHOM coueTaHum C
CEHCOHEeBPAaJbHOW TYroyxocCTbio 1 3aboneBaHmem rnas. CA xapakTepusyeTcsa Bo3pacT-3a-
BUCUMbBIM NOAABAIEHNEM N HAapaCTaHWEM BbIPAaXXEHHOCTU KIIMHUYECKNX CUMATOMOB. [po-
rHO3 Yy NaLMeHTOB ONpefeNiAeTcs NPEeXAe BCEro PUCKOM Pa3BUTUA XPOHUYECKOW 601e3HM
nouek (XBI) 5-1 CT., KOTOPbIV 3aBUCUT OT BapuWaHTa Hac/iedoBaHWA 3aboneBaHus 1 nona

284 "Pediatrics Eastern Europe', 2025, Volume 13, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




0630pbl 1 NeKkymmn .
Reviews and Lectures

nauuneHTa B cnyyae X-cuenneHHoro CA (XCA). YctaHoBReHO, uTo 50%-A noyeyHas BbKU-
BaeMoCTb y My>umnH ¢ XCA coctaBnsaeT 20-45 neT B 3aBUCUMOCTM OT XapakTepa MmyTaumm
B reHe COL4A5 1 conoctaBrma C NOYEYHOWN BbIXXMBAEMOCTbIO MPY a8y TOCOMHO-peLleccuB-
Hom BapuaHTe CA He3aBMCMMO OT nosa nauueHTa [2-5]. MeHwmHbl ¢ XCA 1 naumneHTbl
C ayTOCOMHO-AOMMHaHTHbIM BapraHTom CA umetoT 20%-1 1 3%-n puck pas3suTtna XbI1
5-11 cT. nocne 60 neT COOTBETCTBEHHO [3-5].

B ocHoBe nporpeccupoBaHua 3aboneBaHus noyvek npu CA nexumt GruomexaHnyeckoe
noBpexgeHvie 3HAOTeNNA U NOJOLUTOB OTHOCUMTENbHO M3ObITOYHBIM BHYTPUKNYHOUKO-
BbIM jaBrieHnem Ha GpoHe BpoXAeHHOro aedeKkTta rnomepynapHbix 6a3anbHbIXx MeMbpaH
¢ bopmupoBaHuemM nogoLMTONaTMm, NOAOLUTONEHNM, POKaNIbHO-CErMEHTapPHOrO rome-
pynocknepo3a (OPCI'C) n nporpeccupytowiero Heppockneposa [6-8]. OTpaxeHnem npo-
rpeccrpylomx ynbTpacTPyKTYpPHbIX n3meHeHnn novek npu CA ABnaeTca nocnefosa-
TeNlbHOe NOoABNEeHWe Yy MaLMeHTOB C remaTtypuel anbOyMUHypum, NpoTerHypumn BNIOTb
[10 Pa3BUTUA NPOTENHYPUN HEDPOTUUECKOTO YPOBHSA, CHUMXEHNA CKOPOCTU KNyHOUKOBOW
¢dunbTpaumm (CKO) [6-8].

CornacHO faHHbIM KOTFOPTHbIX MCCNefoOBaHUN, NPOTEUHYPUA ABNAETCA OAHUM ©3
OCHOBHbIX He3aBuUcMbIX ¢dakTopoB nporpeccmposaHua XBI1 y peteli ¢ rmomepynsap-
HbIMWU 1 HerfiomMepynApHbIMY 3a60N1EBAaHNAMMN MOYEK, N CHUKEHME YPOBHA 3KCKpeLmu
6efika C MOYOI NO3BOMAET YNYULINTb NOYEUHYIO BbKMBAEMOCTb nauuneHTos [9, 10]. Tak,
Bpema pgoctuxeHua XBI1 5-i1 cT. coctaBnAeT He meHee 10 net y peteit ¢ ncxogHon CKO
45-90 mn/mMnH/1,73 M? B coueTaHUM NpoTenHypren <0,5 mMr/mr KpeaTrHuHa (npnbnunsu-
TenbHO <250 Mr/m?/cyT) n MmeHee 1 rofa y nauneHToB c ncxogHon CKO <30 mn/mnH/1,73 m?
N NpoTenHypuen HeppoOTUUECKOro YPOBHA (>2 Mr/mMr KpeatuHuHa, >1000 mr/m?/cyT)
[9, 10]. C aHTMNpOTEMHYpUYECKON/HeDPONPOTEKTMBHON LieNbio B NeANaTpruyecKon npak-
TUKe NCNOMb3YI0TCA MeAUKaMeHTO3HbIe NpenapaTtbl, MHrMbupyoLmne akTUBHOCTb PEHH-
aHrMoTeH3nHoBon cuctembl (MPAC): UHIMOGUTOPLI AHIMOTEH3UHMPEBPaLLAtoLWEro depmeH-
Ta (MAM®) n GnokaTopbl peLenTopoB aHrMoTeH3nHa 2-ro Tuna (bPA). Tepanua nAM® u
BPA ABnAeTca KnoueBbIM KOMMOHEHTOM HedPONPOTEKLUN NPU MOHOTEHHbIX FFIOMepYo-
naTuAX 1 NO3BOMAET YBENNYUTb NOYEYHYIO BblKMBaeMOCTb Y nauneHToB ¢ CA Ha 3-15 net
B 3aBUCMMOCTM OT OCOOEHHOCTEN reHeTMYeCKNX BapnaHTOB 1 CPOKOB Ha3HaueHus neye-
HuA [11, 12]. B 10 xe Bpemsa aHanu3 addektusHoctn Tepanum MPAC y nauymeHToB ¢ CA
MoKa3bIBaeT, UTO aHTUMPOTENHYpUYeCKNiA 3PPeKT yaaeTca JOCTMUYb NPUONU3NTENbHO B
60% cnyyaeB, y 60NbLUMHCTBA NALMEHTOB CHUXKEHME NPOTENHYPUN HOCUT TPAH3UTOPHbIN
XapaKTep 1 UmeeT TeHAEHLMIO K BO3BPaTy K MCXO4HOMY YPOBHIO Yepes 6-36 mecALeB ne-
yeHua [11, 13, 14]. 31o obycnaBnnBaeT HeOH6XOAMMOCTb NMOMCKa HOBbIX MOAXOAOB K He-
bponpoTeKTNBHON Tepanuu.

B nocnepHue rogbl B KNVHUYECKYO NPAKTUKY OblNn BHeAPeHbl MHIMOUTOPbBI MOKO-
30-HaTPUEBOro KoTpaHCnopTepa 2-ro TWMa, CNeKTp MPUMEHEHUA KOTOPbIX MOCTeneH-
HO pacwmpunca oT anabetnueckon Hedponatum fo XbI1 pasHoi atmonorum [15-19].
K orpaHnyeHuam pe3ynbTaToB KPYMHbIX PaHAOMMU3MPOBAHHbIX UCCIeAoBaHUN Mo 3¢-
bEeKTUBHOCTM NpenapaToB AaHHOW Fpymnnbl B 3aMeAsieHN/ TEMMOB MPOrpeccupoBaHuns
XBI oTHOCKTCA NpeobnagaHmne NaLneHToB C ArnabeTryeckon HedponaTuen 1 oTCyTCTBME
aHanm3a B noArpynnax nayMeHToB C MOHOreHHbIMU 3aboneBaHnAMY nodek [15-19]. Ony-
611MKOBaHHbIE AaHHbIe MOKa3bIBalOT, YTO MPUMEHEHWE MHTMOUTOPOB IMIOKO30-HaTPUEBO-
ro KoTpaHcrnopTepa 2-ro Tvna npu CA NpMBOAUT K CHUMXEHWNIO NPOTEMHYPUN NPUbnn3un-
TeNIbHO B MOMOBUHE CJyYaeB Npu OTHOCMTENbHO cTabunbHo CKO npy KpaTKOCPOUYHOM
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KaTamHe3e (6-12 mec.) [20-24]. HemHorouncneHHble faHHble AeMOHCTpUpYOT be3onac-
HOCTb U BbIGOPOUHYIO 3PPEKTUBHOCTb MHIMOUTOPOB MMIOKO30-HAaTPMEBOTO KOTPaHCNOp-
Tepa 2-ro TMnay AeTen, BKMoYaa HacneaCcTBEeHHble rnomepynonaTuun [23, 24].

B HacToAweln paboTe aHann3mpyeTca ONbIT NpYMeHeHrsA fdanarnndno3rHa y Monogbix
B3pocnbix naumeHToB ¢ XCA (CM. pUCyHoK).

MNauwmenHT 1 (M., 32 roga) ¢ aAnarHo3om: X-cLenneHHbIn cnHapom AnbnopTa (reHeTuye-
ckuin BapuaHT NM_033380.3(COL4A5): c.1588-2A>G). DoKaNbHO-CErMeHTapHbIN Fnome-
pynocknepos. XblN C1A3. YctaHoBneH B BO3pacTe 29 neT B CBA3M C BbiABNEHWEM NpOTeu-
Hypun HedpoTrUecKoro ypoBHs (3-3,5 r/n), MMKporemMaTypum npu coxpaHHon unbtpa-
unoHHon dyHkumm novek (pCKO (CKD-EPI) = 93 mn/mnH/1,73 m?). C HehponpoTEKTMBHOM
Lenbto 6blT Ha3HayeH No3apTaH 50 Mr/cyT, yunTbiBasa OTCYTCTBME AUHAMUKN MPOTENHY PN
B TeueHue 6 mec. B Tepanuto 6b11 gobasneH ganarnmédnosuHd 10 mr/cyT. Ha npotaxkeHuu
9 mMec. KOMOVHMPOBAHHOW Tepanumn 3KCcKpeuma benka ¢ modoli (2,9-3,1 r/n) n dunbrpa-
unoHHasa dyHkuma nodek (pCKO=94 mn/MuH/1,73 M%) ocTaBanucb B Npeaenax NCXoLHbIX
3HaYeHNN.

NaumenT 2 (M., 20 net) c guarHo3om: X-CLUEemnIeHHbIN CUHAPOM AnbnopTa C CEHCO-
HeBpasibHOWN TYroyxocTbto 3-i cTteneHn (reHetnyecknin BapmaHt NM_033380.3(COL4A5):
€.3246G>C). XBIM C2A3. ¥ nauneHTa BbifABIeHa NPOTENHYPUA HEGPOTMUYECKOrO YPOBHA
(2,6 r/m*/cyT) c 15-neTHero Bo3pacTa, HapacTalLlas B AMHaMUKe, HECMOTPA Ha Tepanuio
pamunpwunom 12,5 mr/cyT. B 19 net B neueHune 6bin1 gobasneH ganarnudnosuH 10 mr/cyT,
UTO NPUBESIO K CHUXKEHMIO YPOBHA 3KCKpeLun 6enka ¢ Moyor B nepBble 6 Mec. KOMOMHU-
pPOBaHHOW Tepanuu U BOCCTAHOBIEHNIO NCXOAHOrO YPOBHA NPOTENHYPUN B AVHAMUKE;
bunbTpauroHHasa GyHKLMA NoYeK ocTaBanacb CTabunbHOM Ha NPOTAXKEHMN OHOrO rofa
HabntoaeHmna (pCKO (CKD-EPI) — 74 ma/MnH/1,73 M* 1 71 mn/MuH/1,73 M? o 1 Yepes oauH
rof Tepanuun ganarnnnosnHom).

MNaumenT 3 (M., 22 roga) ¢ gnarHo3om: X-CLenneHHbIn CMHAPOM AnbnopTa C CEHCO-
HeBpasibHOWN TYroyxocTbio 2-i cTeneHn (reHetnyecknin BapmaHt NM_033380.3(COL4A5):
€.2245-1G>A). XbINM C1A3. Ha MOMeHT Ha3HauyeHuA ganarnudnosrHa 10 mr/cyTy naymeHTa

MpoTtenHypus,
r/cyT
6 Hanarnnédno3uH
5 MauneHTbl
N T ]
3 3
2
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4
0 y
-6 0 3 6 9 12
[nvTenbHOCTbL Tepanum, Mec.
AvnHaMmnKa NnpoTenHypum y naumeHToB Ha ¢poHe npuema ganarnn$pnosmHa
Proteinuria trends in patients treated with dapagliflozin
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coxpaHAnacb NpoTenHypua 2,8 r/cyT, HECMOTPA Ha Tepanuio dHananpuinom 25 mr/cyT.
CHmXeHne npoTerHypun Ha GoHe KOMBUHMPOBaHHOrO NleyeHmns go 0,8-1,2 r/cyT coxpa-
HANOCb Ha NpoTaxeHumn 12 mec., pCKO (CKD-EPI) 6bina ctabunbHoM Ha NPOTAXKEHUMN Nepu-
ofla HabnoaeHuna (ncxogHo 101 mn/muH/ 1,73 M2, B gAnHaMmnke 99 mn/mnn/1,73 m?).

AHTUNpOTEenHypryeckuin 3dpdekT panarnndnosmHa oTmevanca y 2 naumveHToB C
XCA, B TOM uncne TPaH3UTOPHbIA B OQHOM Ciyyae, YTO COOTHOCUTCA C JaHHbIMU NnTe-
paTypbl. Tak, No pe3ynbTaTtam My/bTULIEHTPOBOIO MeXAyHapoAHOro HabnogaTenbHOro
nccneposanma DOUBLE PRO-TECT Alport (NCT02378805), BkntoumBlero 112 naumen-
TOB, 13 HKX 10 pgeTen (Bo3pacT 3615 net, CKO 68+38 mn/mMuH/1,73 M?, anbbymnHypus
1689+1455 Mr/r KpeaTWHVHa), NOMyYaBLUUX Tepanuio MHIMbUTopamu rKo30-HaTpue-
BOro KoTpaHcnopTepa 2-ro Tuna cpefHen AnntenbHOCTbO 9 mMec., NoKa3ano CTaTucTu-
YecKM 3HauMMoe CHUXeHVe YPOBHA anbbymuHypum yepes 3, 8 n 15 mec. Tepanun [23].
Y 7 nauueHToB, HabnopaBlmxca 24 MecC., UCXOAHbIA YpPOBEeHb 3KCKpeuun anbbymu-
Ha C MOYOI 6blfl CONOCTaBMM C TAaKOBbIM Mpu nocnegHem obcnefoBaHum (2127+1666
1 1903+1371 Mr/r KpeaTMHKHA; p=0,524). bbiNo NokasaHo, YTo TEHAEHLMIO K 6onee 3Ha-
UYAMOMY CHVXKEHWIO anbbyMUHYPUM MUMENU NauueHTbl C ayTOCOMHO-AOMUHAHTHLIM TU-
nom HacnefoBaHusA, No cpaBHeHuto ¢ XCA, n nayueHTbl, nonyyaswme bPA, no cpaBHe-
Huto ¢ 6a3oBoli Tepanuen MAM®. AHanu3 BAUAHNA Tepanumn Ha TeyeHne 3aboneBaHusa y
nauyneHToB ¢ XCA (n=39) nokasan, Yto y NaumeHTOB C He MUCCEHC-BapuaHTamn B reHe
COL4A5, no cpaBHEHUIO C MUCCEHC-BapWaHTaMu, COXPaHANMCb Gonee BblICOKME TEM-
Mbl NPOrpeccnpoBaHna rnomepynonatnm B suge cHxeHna CKO (13+9 mn/mun/1,73 m?
1 49 mn/mun/1,73 mM? cooTBeTCTBEHHO; pP=0,023) 1 HapacTaHUA anbbymMnHypum — ot 750
(IQR 763) no 1086 (IQR 450) mr/r kpeatnHuHa 1 oT 1865 (IQR 2442) po 775 (IQR 1615) mr/r
KpeaTUHMHA COOTBETCTBEHHO. XOTA M3 ONy6NMKOBaHHbIX AaHHbIX HEMOHATHO, B KakoM
NpoLeHTe Ciy4yaeB Ha3HayeHVe WHIMOMTOPOB FMIOKO30-HaTPMEBOrO KOTpaHCnopTepa
2-ro TMNa NPUBOAWMO K CHUMXEHMIO SKCKpeLmmn anbbymrHa/6enka ¢ MoYol, MOXHO cae-
naTtb BbIBOA, UTO He Bce naumeHTbl ¢ CA oANMHAaKOBO OTBEYAIOT Ha Tepanuio, 1, BEPOATHO,
3pPeKTUBHOCTb NleUeHnA 3aBUCUT OT FeHOTMMNA NaLNEeHTOB.

Takum obpa3om, cobcTBEHHbIE AaHHble MOATBEPXAAOT AaHHble nuTepaTypbl 06 3¢-
bEKTUBHOCTU MHIMOMTOPOB MMIOKO30-HaTPMEBOTO KOTPaHCNopTepa 2-ro Tuna y YacTu na-
umneHToB ¢ CA. bonee geTanbHbI aHann3 Ha 6osbluei KoropTe Heobxoaum AnA onpeaene-
HUA JOMONHNTENBHOIO HEPPOMNPOTEKTUBHOMO 3HAUEHNA NPenapaToB, a TakKe GpakTopoB.,
€ro onpeaenaArLmx.
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Pesiome

Llennb. NpoBecTy HayuHbI aHanM3 COCTOAHUA NPO6GSIEMbl 303MHOPUIBbHBIX FACTPOUHTE-
CTVHanNbHbIX 3aboneBaHni y feTel C aKLEeHTOM Ha 3031HOGUIbHBIN FacTPUT C nocseayto-
e AeMOHCTpaLmen KNIMHNYECKOro ciyyas.

Matepuanbl n metoapl. [1na NnpoBefeHUs aHann3a BbINMOMHEH NOUCK HayUHbIX paboT B
cuctemax elibrary.ru, PubMed, Wiley Online Library, RusMed, ScienceDirect, SpringerLink
Mo KJlloueBbiM CJ/I0BaM: 303MHOOGUIbHBIN FacTPUT, 303MHOPUIbHbIE FACTPOUHTECTUHASb-
Hble 3aboneBaHuA, 3031HOGUNbHAA UHGUNBLTPaLUA, NOAPOCTKY, AeTun. M3 512 3apybex-
HbIX U OTEYECTBEHHbIX NyOnMKauuini, oTOOpaHHbIX Ha 3Ty TeMy, BKJIOUEHbI B aHanu3 26 pa-
60T. [1nA LleMOoHCTpaLMmM KNMHUYECKOro Cilyyas B3ATa B paboTy uctopus 6onesHu naymeH-
Ta C YCTaHOB/IEHHbIM 303MHO(UNBbHBIM FraCTPUTOM.

Pesynbratbl. J03VHOPWIbHBIMY TACTPOMHTECTMHANbHBIMU 3a60NeBaHNAMN  Ha3blBa-
0T TPyNMny XPOHWYECKUX MMMYHOOMOCPEAOBaHHbIX COCTOAHUIN »KenyAoUYHO-KULLIEYHOro
TPaKTa, XapaKTepuW3YLWNXCA FacTPOMHTECTUHAMbHBIMY CMMATOMaMU W naTonoruye-
CKoW 303MHOGUIbHON NMHGUNBTPALMEN NPW OTCYTCTBMU BTOPUYHBIX NPUUYNH 303UHOGU-
nuu. 3Ta rpynna BKAYaeT B ceba 303MHOGUNBHBIN 330darnT, 303MHOPUBHBIN racTpuT,
303UHOPUIBHBIA SHTEPUT N 303UHODUIBbHDBINA KONWT. D03MHOGWIIbHBIN racTPUT BCTpeYa-
eTCA pefKo, Yallle Y XKeHLMH MO CPABHEHMIO C MY>KUYMHaMU U Y AeTell MO CPaBHEHUIO CO
B3pocnbiMu. [laToreHes 303UHOGUNIBHOIO FacTprTa 4O KOHLA He U3yUeH, yCTaHOBNEHO, YTO
BaXKHYIO POJIb UFPaAtOT reHeTndeckue paktopbl U Th2-onocpefoBaHHbIe annepruyeckue
peakuuun. KnuHnyeckne nposBieHna 1 AUarHoCTUYecKme AaHHble npy 303MHOGUIIbHOM
racTpute manocneundmnyHbl, YTo 06A3bIBAET BbIMOHATL MOpdOosiornieckoe nccnenoBa-
Hue 61MOMNTaTOB CNIM3KCTON 0OONOUKY XKenyfKa A1A OKOHYATeNbHOW NOCTaHOBKMW AMarHo-
3a. Tepanus 3031HOGUNBHOTO racTpuTa He MMeeT CTaHAapPTU3UPOBaHHOro noaxoaa. Mony-
UeHHble 13 UCToprK GONe3HN AaHHble NMOoKa3any OTArOLEHHbIN annepruyecknin aHamHes
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y pebeHKa, Hanmumne HecneumdruHbIX Xanob 1 JaHHbIX OCMOTPA, OTCYTCTBUE HACTOPAXKN-
BalOLWVMX B MyiaHe 303MHOGWUIBHOMO racTpuTa PesynbTaToB MHCTPYMEHTAsIbHbIX UCCefo-
BaHMN. OKOHYaTeNbHbIN AnarHo3 6bl1 BbiCTaBNeH Mo pesysbTatam MOPGOornMyecKoro nec-
cflefoBaHVs GMONTATOB CNN3UCTON 06ONOUKYM XenyaKa. NpefcTaBneHHbI KNMHUYeCKMnii
CNlyyail nofTBEPXKAAET MANOCMMMTOMHOCTb M aTUMMUYHOCTD KIVHUYECKUX MPOSBEHWIA
BOCMAIUTENbHOIO NPOLIeCca B XKenyake Npuv 303MHOGUIIbHOM racTpuTe y aeteid. uarHo3
6blf1 NMOCTaBNEH TONbKO Ha OCHOBaHMM MOPOOrMyeckoro 3aknoueHus. MNposeaeHHoe
neyeHvie BKOYaNo MHrMOMUTOPbI MPOTOHHOW MOMMbI M TOPMOHbI Ha GpoHe auneTsl 6-FED.
3aknioueHne. OTCYTCTBME YETKUX KPUTEPMEB AMArHOCTUKM WU JleYeHUs MauueHToB C
S03MHOUMIbHBIM FaCTPUTOM MOATBEPKAAET HEOOXOAUMOCTb [aNbHENWEro UsydyeHus
naToreHesa gaHHol natonormu. NMprBegeHHbIN KNMHUYECKWIA CITyYail MOKa3blBaeT ClIOX-
HOCTb BefeHVs AeTel C JaHHO NaTonormen n ocobyto LeHHOCTb MOPHONOrMYECKoro 1c-
C/1leA0BaHNA B AMArHOCTUKE 303MHOGUIBHOTO racTpuTa.

KnioueBble cnoBa: 303MHOMUIIbHbIE FACTPOMHTECTVHA/bHbIE 3ab0neBaHusA, S03UHO-
GUNBHDBIN racTpuT, 203MHOGUNBbHAA MHGUNBTPALUA, AETH, NOAPOCTKM
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Abstract

Purpose. To perform a scientific analysis of the issue of eosinophilic gastrointestinal
diseases in children emphasizing eosinophilic gastritis with subsequent presentation of
a clinical case report.

Materials and methods. To carry out the analysis, a search for scientific papers in the
systemseLibrary.ru,PubMed, Wiley Online Library,RusMed, ScienceDirect,and SpringerLink
was performed by keywords: eosinophilic gastritis, eosinophilic gastrointestinal diseases,
eosinophilic infiltration, adolescents, and children. Among 512 foreign and domestic
publications selected on this topic, 26 papers are included in the analysis. To demonstrate
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the clinical case, the case history of a patient with established eosinophilic gastritis was
considered.

Results. Eosinophilic gastrointestinal diseases refer to the group of chronic immune-
mediated diseases of the gastrointestinal tract characterized by gastrointestinal symptoms
and pathological eosinophilic infiltration with no secondary causes of eosinophilia. This
group includes eosinophilic esophagitis, eosinophilic gastritis, eosinophilic enteritis and
eosinophilic colitis. Eosinophilic gastritis is rare, more common in women compared to
men and in children compared to adults. The pathogenesis of eosinophilic gastritis has not
been fully studied; it has been established that genetic factors and Th2-mediated allergic
reactions play an important role. Clinical manifestations and diagnostic data in eosinophilic
gastritis are not very specific, which requires morphological biopsy of the gastric mucosa for
final diagnosis. There is no standardized approach to the therapy of eosinophilic gastritis.
The data obtained from the medical records showed a burdened allergic history in the
child, nonspecific complaints and examination data, and the absence of alarming results
of instrumental examinations in terms of eosinophilic gastritis. The final diagnosis was
established by the results of morphological testing of gastric mucosa biopsies. The presented
clinical case confirms a low-symptomatic and atypical nature of clinical manifestations of the
inflammatory process in the stomach in eosinophilic gastritis in children. The diagnosis was
made only based on the morphological testing results. The treatment included proton pump
inhibitors and hormones against the background of 6-FED diet.

Conclusion. The lack of clear criteria for diagnosis and treatment of patients with
eosinophilic gastritis confirms the need for further study of the pathogenesis of this
pathology. The above clinical case shows the complexity of managing children with this
pathology and a particular value of morphological testing in the diagnosis of eosinophilic
gastritis.

Keywords: eosinophilic gastrointestinal diseases, eosinophilic gastritis, eosinophilic
infiltration, children, adolescents

B BBEOEHWE

3031HOGUIIbHbIE FACTPOMHTECTUHASIbHbIE 3aboneBaHua (3MN3) - 3To rpynna xpo-
HUYECKMX MMMYHOOMOCPEeAOBaHHbIX COCTOAHUI XeNyAoUuHO-KuweyHoro Tpakta (KKT),
XapaKTepU3yIOLWKWXCA raCTPONHTECTUHANIbHBIMKA CUMNTOMaMM U NaTONOrMYeCcKon 303M-
HodunbHOW MHOUNbTPaumer onpepeneHHbix yyactkoB KT npu oTcyTCTBUM BTOPWY-
HbIX MPWYMH 303nHOGUNMK [1]. ITU3 BKAtouatoT B cebA 303MHOGUNBHBIN 330darnT (303),
303UHOPUNBHBIN racTpuT (3ol), 203MHOGUNBLHBIN SHTEPUT (D0IH) U 303NHOGUNBLHBIN KO-
nnT (3oK) [2]. MexxayHapoaHbIM KOHCEHCYCOM MO CTaHAAPTU3MPOBaHHOM HOMEHKYnaType
3031HOGUIIbHBIX 3aboneBaHui KKT nprHATa ABYXYPOBHEBasA CTPYKTypa HOMEHKYaTy-
pbl, FAe NepBbIli yPOBEeHb NPeAoCcTaBNAeT 6a30BOE ONMcaHWe COOTBETCTBYIOLErO MeCTo-
NONOXeHUA ANA KNUHNYECKON MPaKTUKK, a BTOPOIN ypPOBEHb NPefoCTaBNAEeT AeTalbHYo
HOMEeHKNaTypy OnA KNIUHWYeCKon creundukn n nccnepgoBatenbckux uenen [1]. Kpome
TOrO, U3MEHWUNCA TEPMUH «303UHOQUIIbHBIN FaCTPOIHTEPUT», KOTOPbIN paHee ONucbiBa
npakTnyecku noboe 33, He cBA3aHHOE ¢ D02 [1]. Tenepb NPaBOMOYHO NPY COYETAHHOM
NopaxeHNN enyfaKka N TOHKON KULLKK NCNoSib30BaTb TepMUHbI D0 1 D0OH BMeCTO Tep-
MMHA «303UHOPUIIbHBIN racTPO3HTEPUT» [3].
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W LIEJTb NCCNTEAOBAHWA

MpoBecTy HayuyHbIA aHanNU3 COCTOAHNUA NPobBNEMbl 303UHOGUIbHBIX FACTPOUHTECTU-
HaNbHbIX 3a60N1eBaHU y AeTel C aKLEeHTOM Ha 3031HOGUIbHBIV FAaCTPUT C NocsiesyoLen
[eMOHCTpaLmelt KIMHNYEeCKOro cinyJas.

B MATEPWAJ1bl W METO/LbI

[na npoBefeHVA aHanv3a BbINOJIHEH MOWCK Hay4HbIX paboT B cuctemax elibrary.ru,
PubMed, Wiley Online Library, RusMed, ScienceDirect, SpringerLink no kntoueBbiM cno-
BaM: 303VHOOGUIbHDBIN FacTPUT, 303MHOPUIbHBIE FaCTPOUHTECTUHANbHbIE 3aboneBaHus,
303uHObUNIbHAA UHPUNBTPaLUSA, NOAPOCTKY, feTU. V3 512 3apy6exHbIX 1 OTeUeCTBEHHbIX
nybnukauuin, oTobpaHHbIX Ha 3Ty Temy, BKNlOUeHbl B aHanu3 26 pabot. [lna gemoHcTpa-
LMW KNMHNYECKOro cJlyyas B3ATa B paboTy MCTOpUA 60M1e3HUN NaumeHTa C yCTaHOBIEHHbIM
303UHOGUIIbHBIM FaCTPUTOM.

B PE3YJIbTATbI N OBCYXOEHUE

B Bonpoce anngemunonorun M3 6e3 303 KOHKPETUKM HA CEroAHALIHNIA eHb HEeT, OC-
HOBHAA NPUYMHA KPOETCS B PEAKOCTU AAaHHbIX 3a00/1eBaHIA, YTO MPUBOAUT K OMNCAHNIO
e[IMHUYHBIX cnyyaeB unu Hebonblwnx nccnegosaHuin. Jensen E.T. n coaBTopbl nposenu
aHanu3 3abonesaemocT y 6onee 75 MJIH NaumMeHToB B Bo3pacTe 0-65 neT 1 BbIABMIY Clle-
aywoLlyto pacnpocTpaHeHHocTb 3TM3 6e3 503: 6,3 Ha 100 000 uenosek ans Jof; 8,4 Ha
100 000 uenoBek anda Jol B coueTaHnn ¢ 903H; 3,3 Ha 100 000 yenosek gna SoK [4]. Ony-
6/1MKOBaHbI pe3ynbTaThbl eLle OfHOro KPYNHOro ncciejoBaHnsA, B KOTOPOM 6bin npoBefeH
aHanm3 6onee 35 M/H 3/1EKTPOHHbIX MeAULNHCKUX KapT (¢ 1999 no 2017 r.), BbIABMBLUNIA
1820 naumeHToB ¢ ol B coueTaHnn ¢ 303H 1 770 naumeHToB ¢ JoK. bbino yctaHoBNeHO,
YTO pacnpocTpaHeHHOCTb Jol B coyeTaHnmn ¢ 09H cocTaBmna 5,1 Ha 100 000 yenoBek, a
pacnpocTtpaHeHHoCTb 30K — 2,1 Ha 100 000 yenosek [5]. MepBbiii cMCcTeMaTUUECKNIA 06-
30p U MeTaaHanus, NOCBALEHHbIN anuaemuonornn M3 6e3 303 y B3poCNbIX U AeTel,
OKa3aBLUMXCA Ha aMbynaTopHOM Npueme no NoBoAy CUMMATOMOB CO CTOPOHbI PKKT, noka-
3an, uTo obLwana pacnpocTpaHeHHOCTb N3 6e3 D03 BbiABNeHa NpuMepHo Y 1,9% navu-
€HTOB, HanpaBJieHHbIX B 6ONbHULbI C CUMATOMaMK co cTOpoHbl KKT [6]. LecaTunetHee
nccnenosaHue (2005-2016 rr.) 373 naumeHToB ¢ M3, He cBA3aHHbIMYK € D03 (317 peten
1 56 B3pOCsIbIX), NOKa3ano pocT 3Tux 3aboneBaHnii 3a YKasaHHbIl nepuog [7]. Bo3pacta-
Hue 3aboneBaemMoCT 3a NocnefHWe roabl noaTBepAMnn 1 Konneru n3 CaHkT-MeTepbypra,
KOTOpble NpeACcTaBUAN pe3ynbTaTbhl NATUAETHEro HabnoAeH A 3a AeTbMU C YCTaHOBJIEH-
HbIM AMArHO30M 3031MHOGUIIbHOro nopakeHusa MKKT. bbio NokasaHo, YTo MakCUMasibHoe
KONNYeCTBO HOBbIX ClyyaeB Npuwnocb Ha 2021 1 2022 rofbl, NO CPaBHEHWIO C Npeablay-
wmmm rogamu (no 11 HoBbIX cnyyaes B rog) [8]. ol valle grarHOCTMPOBaNca y geTen no
cpaBHeHuIo co B3pocbiMu: 10,7 Ha 100 000 y nuuy monoxe 20 net n 7,1 Ha 100 000 y nuy
B Bo3pacTe oT 20 o 64 neT, B AeTCKOM Bo3pacTe Dol AgnarHoCcTnpoBanca valle y getein o
5 net (17,6 Ha 100 000 manbunkos 1 16,7 Ha 100 000 feBouek). HekoTopble nccnegoBaHusA
nokasbIBaloT, UTo Dol y XKeHLMH BCcTpeyaeTca B 7,9 cnyyas Ha 100 000, a y My>XUUH pexe —
5,4 cnyyas Ha 100 000 [4]. HecmoTpsa Ha To uto 33 moryT ctapToBaTth B ntobom Bo3pacTe,
CTOUT 00PaTUTb BHUMaHWE Ha ABa NUKa Havana JI'3: B Bo3pacTte 0-14 neT 1 B Bo3pacTte
50 net [9]. CpefHuMIn BO3pacT Ha MOMEHT YCTaHOBNEeHNA anarHosa coctasun 7,3 (7,0 [0,5;
17]) ropa gna geten n 36 (32 [18; 771) neT anAa B3pOC/bIX, YTO NOKA3aHO B MCCNeAOBaHUN
Pesek R.D. c coaBTopamu [10].
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Ha cerogHAwHWA geHb natoreHes 33 6e3 303 fo KoHUa He usyyeH. bonbluoe Bnu-
AHMe OKa3blBaloT annepruyeckue 3aboneBaHns, a MIMEHHO: YCTaHOBIEHO, YTO Y 57% na-
uneHToB ¢ Jol B aHamHe3e ecTb MUHMMYM 1 aTonumyeckoe 3abonesaHue [11]. Ewe ogHo
nccnepgoBaHue NokKasano, uto y 7 n3 14 naumeHToB ¢ ol Oblnn NONOXMTENbHbIE KOXKHbIE
annepronpo6bl Ha NuLEBbIE NPOAYKTbI UK aspoannepreHbl [12]. OfgHako LeHTpanbHoe
MecCTo cpefiy npegpacnonarakolmx GakTopos pa3BuTKa Jol B coueTaHum ¢ SoH 3aHMMa-
0T reHeTuYeckue paktopbl. Zadeh-Esmaeel M.M. n coasTopbl nccnegosanu npodunm sKkc-
npeccuy reHoB y NaureHToB ¢ ol 1 oTMeTHAN, UTo Hanbonee BaXKHbIMM ABAAIOTCA 7 reHOB
(TXN, PRDX2, NR3C1, GRB2, PIK3C3, AP2B1 n REPS1), koTopble B MpUHLUMNE MO>KHO MPUHK-
MaTb 3a NoTeHuUmanbHble 6ruomapkepsl [13]. AHann3 6uonTaToB Kenyaka n Kposu 185 na-
LMEeHTOB NO3BOWA NOMYYMTb AMArHOCTUYECKYIO NaHeNb TpaHcKpuntoma ol, KoTopas
no3sosnifeT uccneposatb 18 reHos xenyaka (EGDP,, — Jol-anarHoctnueckan naHesnb) u
anddepeHLMpoBaTh NALMEHTOB C akTUBHbIM Do, a Takxe KnaccnduymposaTb NaLMeHTOB
C NPOMEXKYTOUHbIM YpoBHEM 303uHOoGMN0B [14]. MoMUmo reHeTnyeckoro pakTopa B pas-
BuTUM 3TN3 yyacteyloT Th2-onocpenoBaHHble annepruyeckne peakumm [15]. Nonagas B
XKenyfoUYHO-KMLILEYHbIV TPAaKT, annepreHbl akTUBUPYIOT T- 1 B-KneTkn B KpOBM 1 TKaHAX,
npwu pencramm Th2-onocpeaoBaHHbIX LUTOKUHOB BbICBOOOXAAIOTCA 303UHOGWIbI, CO3pe-
BaHMe KOTOPbIX B KOCTHOM Mo3re ctumynupyer IL-3, IL-5 n GM-CSF. SoTakcmH obecneun-
BaeT XeMOTaKCKC 1 MUrpaLmio 303MHOGUNOB B TKaHW. B To ke Bpema B-kneTkn npogyuu-
pytoT IgE, KOTOpbI BbI3bIBaeT AerpaHynALMo 303MHOPUNOB 1 TYUHbIX KneTok [15]. Knto-
YeBbIM LIUTOKMHOM ansiepruyeckrx 3abonesaHuin apnaetca TSLP (TuMnyeckuin ctpomanb-
HbI TMMPOMOSTMH), KOTOPbINA UMeeT ABe N30POPMbl — KOPOTKYIO U ANIMHHY0. JnuHHan
nsodopma obnagaeT nposocnanutesibHbiMn GyHKUmAMM [15]. B cBoem nccnegoBaHum
Guo H. n coaBTOpbI NOKa3anu, YTo sKcnpeccus anmHHom nsodpopmbl TSLP gemoHcTpupyet
3HaUMMYI0 NONOXKUTENbHYIO KOPPENALMI0 C MaKCMMasibHbIM KONIMYeCcTBOM 3031HOGUIOB
B CIM3KCTON 060n0oYKe y NnaumneHToB ¢ ol B coueTaHmm ¢ 303H [16].

B peTpocnekTBHOM MccnegoBaHun 373 naumeHToB (AeTn n B3pocnble) ¢ N3 6e3
03 oTMeueHbl Hanbonee pacnpoCcTpaHeHHble CUMMATOMbI: 601K B KuBoTe Y 51%, TolwHoTa
n/vnu peotay 49%, anapes y 30% nauyueHToB [7]. B gpyrux nccnegoBaHnaxX NPoLUeHT pac-
NPOCTPaHEHHOCTU JaHHbIX CUMMTOMOB elLe Bbile: 60s1b B MBOTe y 46—100% NauneHToB,
avapen -y 27-59%, TowHoTa u/nnn peota -y 31-70% [2]. Kpome 3Toro, y naLneHToB ¢
3IN3 6e3 303 MOryT BCTpevaTbCA NoTepsA anneTmTa, CHUXKEHUe Macchl Tena, pedntokc/
CpbirMBaHVe U B peaKux ciyyasax — pa3BuTme acuuTa. JlabopaTopHble M3MeHeHUA npo-
ABnAlTCA 303uHOGUNMen B nepudepryeckonn Kposu (15-92%), NOBbILEHHBIM YPOBHEM
IgE (62%), runoanbbymmHemuent (62%), aHemuent (15-54%) [2]. OTcyTcTBME cneymduyHbIX
npoasneHun IMN3 6e3 303 BNMAET Ha 3alePXKKy AMArHOCTUKU 1 OTAANAET NOCTaHOBKY
AnarHosa. bbino nokasaHo, 4To nocne NoABAEHNA CUMNTOMOB MPOXOANT NPUMEPHO ABa
rofa Ao ycTaHOBNEHMA OKOH4YaTenbHOro gnarHosa [17]. KnnHnueckasa kaptuHa 33 3a-
BMCUT He CTONbKO OT NIOKaNn3aLmm NopakeHns, CKOIbKO OT YPOBHA MOPaKeHMA CTEHKN
KKT. KnuHnyeckue cumnToMbl Mo KnaccuouKkaumm KnanHa npegonpenenaioTca okanm-
3auuen u rnyouHom 303MHOGUIIbHON MHPUNBTPALMK (CIU3UCTBINA, MblLLEYHBIV U CepO3-
HbI nogTun) [18]. CAM3ncTbIN NOATMN Hanbonee YacTo BCTPeYaeTCA 1 XapaKTepusyeTca
60nAMM B XKMBOTe, PBOTON, NPeXAeBPEMEHHbIM HaCbILLEHNEM, METEOPU3MOM, Anapei 1
XKenyfoUYHO-KMLLEYHbIMW KPOBOTEUEHNAMM, @ B TAXKESbIX CJIy4anX MOXKET Pa3BUTbCA SHTe-
ponatua ¢ notepei 6enka. MblWweyHbI NOATAN NPOABAAETCA CUMMTOMaMN HENPOXOAU-
MOCTW BCNeACTBUE YTOSLEHNA CTEHOK N HapyLIEeHNA NePUCTanbTUKN KULLEYHWKA, UHOrAa
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MOTYT BO3HUKaTb NnepdopaLus, MHBarMHaumna KNWeYyHnKa, ANBePTUKYNe3 TOHKON KULLIKK
1 3aBOPOT KMWOK. Cepo3Hbl MOATMN BCTPEYAETCA pPedKo 1 XapaKTepu3yeTca 303MHO-
buUnbHbIM abAOMUHANBHBIM acLITOM Ha GOHEe CMNTOMOB MOPaMeHNA CN3NCTLIX U Mbl-
LUIeYHbIX TKaHEN, TakxXe He NcKtoYvaeTca GopMmnpoBaHmMe NEPUTOHUTA Y S03MHOPUIBbHBIN
nneBpanbHbIf BbINOT [15]. Y feTell n NOAPOCTKOB MOXET ObIThb 3afepKKa pocTa 1 NosIoBo-
ro co3peBaHuA, a Takxe ameHopes [18].

dHpoCKonuyeckaa KaptrHa npu M3 6e3 303 yaule MMeeT HOPMaSIbHbIN BHELIHWI
BWA CNIM3NCTON 060NOYKM Xenyaka (66%), ABeHaaLaTUNepCTHOW KULWKK (83%), Tolen
KULLKK (67%) 1 NoaB3AO0LWHON KNLWKK (81%); pexke MOryT BCTpeyaTbCcA n3bassieHna (6%),
y3110BaToCTb (3%), aprTema (2%) 1 pbIXNoCTb CAN3KUCTON 060noukn (2%) [10]. B nccnepo-
BaHuw Raffaele A. n coaBTOpOB TaK»ke NOKa3aHo, YTO HOpMaJibHasA SHAOCKONMYECKas Kap-
TWHa BCTpeyaeTca B 74% cnyyaes [19]. B cBoto ouepenb ol xapakTepusyetca ¢prbposom
n nponudepaumen ¢pnbpobnactos B 6a3anbHOM M NOBEPXHOCTHOM YacTAX COOCTBEHHOM
NNacTUHKM CM3NCTON 060M0UKKM, TPOMOO3aMM, MHOMXKECTBEHHbBIMY KPOBOU3NUAHUAMU
1 3po3uaMM Ha GoHe 303nHobUNbHON UHMABLTPauun [20]. B coBmecTHOM pyKoBoACTBE
ESPGHAN/NASPGHAN no getckomy BO3pacTy npefcTaBineHbl MOPOroBble 3HaYeHWA NnoT-
HOCTU 303UHOGUIIbHBIX MHOUNBTPATOB, YTO ABNAETCA MMCTONOMMYECKM KpUTEprem npu
nocTaHoBKe gmarHo3a dIM3 [2]. laHHble NoporoBble 3HaYeHWA NPeACTaBNeHbl B Tabnuue.
Ona o6o3HauyeHWA NAOTHOCTU 303MHOGUNOB TPAAULMOHHO MCMONb3YETCA KONMYECTBO
3031MHOGUIIOB B MOJE BbICOKOWN MOLHOCTU, KOTOpoe paBHo 0,27 mm? (o aaHHbIM CEGIR),
o603Hauaemoe Kak eos/hpf. OfgHaKko nNpu NocTeneHHOM nepexoge K LMppoBoMy aHanmsy
npeamMeTHbIX CTEKOJ 1 aBTOMATU3MPOBaHHbIM CICTEMaM MCMOJIb30BaHMe eos/mm? cTaHeT
6onee pacnpocTpaHeHHONW NPaKTUKOW. YUnUTbIBasA AaHHY0 TeHaeHUuio, B Tabnuvue npeg-
CTaBJieHbl pe3ynbTaThl B 06enx popmax [2].

Ona obecneueHna agekBaTHOW Tepanuu B YCNOBUAX OTCYTCTBUA KaKUX-NTMOO CTaH-
JapTU3MpPOBaHHbIX pekomeHdauui no nevexuto M3 6e3 303 cnepyeT 06paTUTb BHU-
MaHUe Ha TAXeCTb NpoLecca 1 Hannune oCsIOXKHEHUN (aHemMuaA, SHTeponaThA C notepen
6esKa, XenygouHo-KuleyHble KpOBOTEUEHMSA, KMLLEYHAA HEMPOXOAMMOCTb, NOTeps Beca
1 3amMefNieHre pocTa), CTPEMUTLCA HauMHaTb JleueHre C SNUMNHALMOHHOW aneTbl [21].

MnoTHOCTb 303MHOPUNbHBIX NHGMIBLTPATOB B XKeNyA0YHO-KNLIEYHOM TPaKTe
Density of eosinophilic infiltrates in the gastrointestinal tract

PekomeHgyeMmbIil NOPOr MaKCMManbHOr0 KOJIMYECTBA 303MHOGWIOB A/l ANArHOCTUKMN 303MHODUIbHBIX
PacCTPONICTB XKeNyA04HO-KULLEYHOr0o TpaKTa, TOMMMO 303nHo$punbHoro 33odaruta (SN[l 6e3 303)

MpuHATbIN KOHCeHcycom nopor | [PMHATbIN KOHCEHCYCOM Nopor

OraspKY 303uHo¢unoB eos/0,27 mm? hpf | 303uHopunoB eos/mm?
Kenypok =230 2110
[iBeHagLaTMNepPCTHaA KNLWKa >50 >185

lMopB3aoWwHanA KiwkKa >60 >220

Cnenas KrlKa U Bocxoasiias 060- >100 >370

[OYHaA KMLWKa

MonepeyHasn n HUCxoaAWasA 060- >80 5300

[I0YHaA KMWKa

CrrmoBmMAHas KMLWKa 1 NpaAmas 60 5220

KULWKa

MpumeyaHus: eos — 303nHodMNbl; hpf — Nnone BbICOKOM MOLYHOCTW.
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Hanpumep, BapuaHT 6-FED, npn KoTOpom MCKIoYaeTca wecTb Hanbonee pacnpocTpa-
HEeHHbIX MULLEBbIX annepreHoB (MONOKO, COA, ANLA, MWeHNLa, apaxuc / necHble opexu n
monntockn/pbiba) [15]. Takxke goctatouHo 3dpdeKTMBHA dnemMeHTHasA AMeTa, CoCToALan
TONbKO W3 aMUHOKWCIOT, CpefHeLIeNOYeYHbIX XUPHbIX KUCNOT, BUTaMUHOB U MUHepa-
nos [22]. MNocne pOCTUXKEHMA PEMNCCMN PEKOMEHA0BAHO BO3BpaLLaTh NauueHTa K Hop-
MasibHOMYy NUTaHWIO NyTeM NOCTENEHHOro BBeEHWA NPOAYKTOB OT HaMEeHbLLIEro pucka
K Hanmbonbluemy [15]. Ecnu anetonormyeckan KoppeKkumsa okasbiBaeTca HeapdeKTMBHON
nnbo 3aboneBaHne NPOTEKaEeT TAKENO U C OCIIOKHEHUAMU, TO HEOOXOAUMO NpPUOErHyTb
KO BTOPOW NIMHMM Tepanunn — KopTukocTeporaam [3]. B Takon cutyaumm pekomeH[oBaHO
Ha3HayeHne CycrneH3nn Unm K1eyHopacTBOPUMBbIX Kancyn byaecoHnpaa [23]. B HekoTo-
pbIX UCCNefoBaHUAX MOKa3aHO KIMHMYECKOoe ynyudlleHne nocne nprema MHrmbutopos
TYUYHbIX KNETOK (KpomMornukaT HaTpua n keToTudeH) [17]. OgHako npu MOHOTepanun 3Tu-
MW npenapaTamy KNVHUYeCKasa WM rmcToformyeckas pemMmnccus He gocturaetca [24].
EcTb npumepbl NCNONb30BaHUA MOHTENYKACTa U aHTUMHTEPNENKMHOB-5, OAHaKO UX 3¢-
dektTnBHocTb Npu N3 6e3 303 ocTaeTca CNOPHONM, @ B HEKOTOPbIX CJlyyasax nocse oT-
MeHbI MPUBOAUT K peunaunsy 3abonesaHusa [15, 24]. bonblioe BHMMaHMe B NOMCKax afekK-
BaTHoro neveHuns 3MN3 6e3 03 yaensaetca bronornyeckon Tepanuu. Sayantani B. Sindher
1 coaBTOpPbI NpuBenu pesynbTtatbl 6onee 30 KNMHUYECKMX UCMbITaHWIA NPUMEHeHNsA 6uo-
NOrnYeckrx NpPenapaToB y NauMeHTOB C 303UHOGUbHBIM BOCNANUTENbHbIM NPOLIECCOM
B >KeNy[OYHO-K/LIEYHOM TPaKTe, HO OKOHYaTeNlbHOE MHEHMe MO MCMONb30BaHUIO UX B
KauecTBe NoaaepKmBatoLLer Tepanum He AOCTUTHYTO [25]. B oTnnume oT N3BECTHbIX MeTo-
0B BefleHNA NauneHToB C 03 C y4eTOM POCCMINCKMX KNMHMYECKMX peKkomeHaauunn [26],
[10 CYX MOP HeT NMOHMMaHUA OTHOCUTENBHO NleueHna aeTein ¢ ol HU B NnaHe nocnefoBa-
TENIbHOCTW, HY B MaHe ANINTEeNbHOCTY Tepanuun.

KnuHnyecknin cnyyanm

Manbumk H., 11 net, obpaTnnca B negmnatpmyeckoe comatnyeckoe otgenenune Ny PO
«fopoackaa 6onbHMLa N2 20» r. PocToBa-Ha-[loHy ¢ »kanobamu Ha 6051 B XKMBOTe, TOLL-
HOTY, OTCYTCTBME NprbaBKM Maccbl Tena B TeuyeHre nocsiegHero roga. Bnepsble xanobol
Ha abgomuHanbHble 60K 1 TOWHOTY NOABUNWCL ABa rofa Ha3ap, pebeHok Habnoganca
ambynaTopHO, B KauecTBe Tepanuu nosyyan CnasmoauTMKK, aHTauMaHble npenapatbl, BU-
TaMWHHbIe KOMMEKCbl, COPOEHTbI Y CUHOMOTHKN.

AHamHe3: pebeHOK poxAeH OT 2-i 6epeMeHHOCTM, NpoTeKaBLUel C yrpo3oin npe-
pbiBaHWA 1 aHEMUEN, BTOPbIX POLOB eCTeCTBEHHbIM MyTeM Ha 39-i Hefene B rONIOBHOM
npegnexaHun nnoga. Macca tena pebeHka npu poxaeHun — 3300 1, AnuHa Tena — 51 cm.
AHTpOnomMeTpuyecKme nokasaTtenv COOTBETCTBOBaNM CPOKY rectaumum. OueHKa no LwKa-
ne Anrap - 8/8 6annos. [pygHoe BCkapMnvMBaHue A0 2 MecALeB, fanee NCKYCCTBEHHOe
BCKapMMBaHUe CMeCbIo 13 U30J1ATa COU, Ha3HaUYeHHO B CBA3M C TeM, UTO pebeHOK C nep-
BbIX MeCALEB »KW3HW CTpagan atonMyecknm epMaTUToM C yracaHnem CMMMNTOMOB 3a60-
neBaHuA K ABYM rofiam. B nocnepytolem npoABieHnin aToNnnMyeckoro Aepmatuta He 6bino.
Co cnoB MaTepy, y pebeHKa Takxe oTMeyvanach annepruyeckas peakuus Ha BakLMHaLMio
AKLAC. Annepronornyecknin aHamHes OTArOLWEH CO CTOPOHbI MaTepu, KoTopasa CcTpagaeT
Ce30HHbIM MONITIMHO30M.

DdusrkanbHoe obcnefoBaHMe: Npu 0bcnefoBaHUN pebeHKa BblsiBNEHbI GriefHble KOX-
Hble NOKPOBbl 6€3 3N1eMeHTOB CbiNK, 0ONOXEHHDBIN 6efbiM HaneTom A3blK, 60Ne3HeHHOCTb
Npwv NanbnaLnm XXMBOTa B SNUracTpun 1 NUIOPOAYoAeHanbHOM 3oHe. [NeueHb Nnanbnupyetca
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y Kpasa pebepHoi gyru, 6one3HeHHOCTY He BbiABNEHO. Menueny3blipHble cMnToMbl OpTHE-

pa n Kepa otpuuatenbHble. CeneseHka He nanbnupyetca. CUMATOM NOKOMauBaHWA OTpurLa-

TeNbHbIN C 06enx cTopoH. ToHbI cepALa rPOMKUe, PUTMUYHbIE, FPaHNLbI cephLa B npeaenax

BO3pacTHol HopMbl. MouencnyckaHue 6e36onesHeHHoe, CTyn, CO CNoB pebeHKa, 1-2 pa3a B

CyTKM, 0pOPMNEHHDIN, Kan KOPUYHEBOTO LiBeTa, 6e3 NaToNormyeckmx nprumecei.

[laHHble 4ONONHMUTENBbHOIO 06CNEf0BAHUNSA: B KNMHUYECKOM aHann3e KPOBU BbiABNEHA
Bblpa)keHHas 303nHoPUIMA — 44%. Buoxummnuyeckmne nokasartenn KPoBu: CbiIBOPOTOUYHOE
Xeneso — 8,60 Mkmonb/n. O6cnefoBaH Ha reIbMUHTO3, NATONOMK He BblfiBNEHO. Y3 op-
raHoB OpPIOLLHON NONIOCTW He BbIABUIIO NMATONIOMMKN CO CTOPOHbI MEYEHU, XKENYHOTO My3bl-
pA, NOAXKeNyAOYHON Xene3bl U ceneseHKu.

YunTbiBas JaHHble aHaMHe3a, BblPaXkeHHYI0 303MHOGUNMIO, YKa3biBalolWMe Ha BO3-
MOXXHOCTb GOPMMPOBaAHUA aNNePrnyecKor NaToNormmn C pasBUTUEM BOCMANIUTENIbHOMO
npotiecca B racTpofyoaeHanbHol 061acTy annepruyeckoro reHesa, a TakxKe He NCKova-
loLie BepoATHOCTb peanu3aumm 3B, HecMoTpA Ha JOCTaTOUHO YMEPEHHbIe KNHMYe-
CKue NposABneHna 3aboneBaHus, ManbyrKy Obina HasHaveHa 330daroracTpofyoieHOCKO-
nua (3r4C) c npoBefeHriem Groncnn CNN3NCTON 060NTOYUKN XKenyaKa.

MNposepeHHana IAC BbiABMNa CnegytoLlee: NPOCBET NULIEBOAA He n3MeHeH. Coaepxun-
Moe — CJIIoHa. DNIACTUYHOCTb CTEHKM HopMarnbHas. Cnnsnctasa po3oas. KapamanbHas po-
3eTKa anacTnyHas, CMbIKaeTCcA NONHOCTbIO. PKeNyaoK: NMPOCBeT He M3MeHeH. B Hem onpe-
[enAeTcA yMepeHHOoe KOMMYEeCTBO CBETNION XMAKOCTU C npumecbio cnunsun. Cnnsucras
cBofa v Tena xenyfka auddysHo runepemnpoBaHa. B cBoge »kenyaka nponssegeHa 6u-
oncua (4 pparmenTa no 0,2x0,2 cm). Cknagkmn Tena xenyaka anactmyHble. Neprctanbtuka
coxpaHeHa. CnM3uctas aHTpanbHOro otaena anddysHo runepemrnpoBaHa, NpovsBeaeHa
6uoncus (4 dpparmenTa 0,2x0,2 cm). [prBpPaTHUK OKpYrno GopmMbl, COMKHYT. [iBeHaauaTu-
nepcTHas KnLKa: NpocBeT He AebopM1pPOBaH, MPOXOANM, COePXKNMOoe — AyOAeHaslbHOe.
Cnusnctana nykosuubl guddysHo runepemmposaHa. Cnnsuctaa noctéynbbapHoro otaena
B Hopme. PaTepoB cocok He BM3yanusnpyetca. [poBefeHo nccnegoBaHue Ha UHdeKUMO
H. pylori c ucnonb3oBaHvnem 6bICTpOro ypeasHoro Tecta. PesynbraT oTpulaTenbHbIi.

3akniouveHune SAC: runepeMmpoBaHHasa racTpoayofeHonaTus.

lpoBeneHo rucrtonorvyeckoe uccnefgoBaHue MoNyyYeHHbIX GuonTaTtos. [lpoTokon
NPWXM3HEHHOIO MNATOIOrOAHATOMNYECKOrO UCCieloBaHmA G1oNCcnnHOro matepuana no-
Kasan cnepyiollee:

1) aHTpanbHbIV OTAEN Xenyaka: B 6uonTtaTtax cmM3ncTori 060M04YKM aHTpanbHOro oTaena
xenyaka anddysHaa MruHuManbHasa nHbunbTpauna numbountamu, 6e3 mexsnuTenm-
anbHbIX imdountos, 0-1 6azodumna B 1 M3 X400, >20 (22) 303uHOoPUNoB/5 M3 x400,
B TOM 4YMC/e B MbILLIEYHOW NNacTUHKe CAN3NCTON, NMKOBOe KonunyectBo 7+4,4/1 M3
X400, runepemus, aTpodpuin HeT;

2) cBoOp W Teno Xenyaka: B CM3UCTON obonouke Tena v fHa xenyaka anddysHasa cna-
60BbIpa)keHHas numdonnasmoumnTapHas MHOUNBLTPAUMA C eAUHUYHBIMIA MeX3MuTe-
nranbHbiMn numouuTamm (1+) 6e3 netkoumToB (6e3 aKTMBHOCTN), OCTATKK aTpodu-
poBaHHoro numdougHoro ponnmkyna, >30 (56) 303uHodmnos/5 M3 x400, nukoBoe
konunuectso 15+£11,2/1 N3 x400, 0-2 6a3oduna B 1 M3 x400, atpodunn HeT.
3aknioyeHne: XPOHUYECKUA Cnabo BblPaXKeHHbI HEaKTUBHbIA HeaTpoduyeckni

helicobacter pylori-HeraTuBHbIN racTpuT Tena 1 fHa enyfKa C Bblpa)keHHOW NPUMeCbIo

303MHOGUNOB B UHPUNBLTpaTe; >30 303nHodmnos/5 M3 x400. OLGA cteneHsb |, ctagus 0

(@antrum - score 0, corpus — score 0).
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0630pbl 1 NeKkymmn .
Reviews and Lectures

MauwmeHT E. Cnnsncran o6onoyka Tena xenygka ¢ NoBbilEHHbIM KONMYeCTBOM 303MHOMNoB (Ha poTo -
16 B 1 none 3peHns x400), HaAMYMeM NHTPasNUTENNaNbHbIX 303MHOGNNOB. JlumdonnasmouuTapHas
MHGUNbTPaLUA Npy 3TOM OTCYTCTBYeT. [emaTOKCUNMH 1 303UH (cneBa), okpacka no MNimse (cnpasa),
yBenuueHue x400

Patient E. Mucous membrane of the stomach body with an increased amount of eosinophils

(in the photo - 16 in 1 field of view x400); presence of intraepithelial eosinophils. There is no
lymphoplasmocytic infiltration. Hematoxylin, eosin (left), Giemsa staining (right), magnification x400

Pe3ynbTaTbl MOPONOrMYECcKOro NCCIefoBaHNA NPeACTaBneHbl Ha PUCYHKe.

YunTbiBaA CUMNTOMbI 3a60/1I€BaHUA, BbIABIEHHYIO 03MHOGUNIO, AaHHbIE MOPPOSO-
MMYEeCKOro MCCNefoBaHUA »KeslyaKa, OOHaPYXMBLUVE TKAHEBYIO MHOUIBTPALMIO CIM3M-
CTOV 060NOYKM aHTPANbHOIO OTAENA Xenyaka (6onee 20 3031HOGUNOB B Nosie 3peHus,
BKJIIOHAA 1N MbILEYHYIO NNACTUHKY), @ TaKXKe BbICOKMI YPOBEHb 303MHOGUIOB B C/IM3M-
cTol 060sIouUKe CBOAA U TeNa }enyaka (6onee 30 303MHOGUIIOB Nofe 3peHus), 6bino Bbl-
CKa3zaHo npegnonoxeHve 06 303MHOGUIIbHOM racTpuTte y pebeHka. Hamm 6bii ncnonb3o-
BaH Kof K52.8 — [lpyrvie yTouHeHHble HeMHPEKLMOHHbIE FAaCTPOSHTEPUTBI 1 KOMIUTBI.

MauueHTy GbiNa PeKOMeHAOBaHa KOoppeKLUya NUTaHus, B YacTHOCTK 6-FED-BapumaHT,
KOTOPbI SAMMUHUPYET 6 MULLEBbIX aniepreHoB (MONOKO, CO, AL, NWeHULY, apaxuc /
necHble Opexy 1 MOSIOCKI/PbIGY), @ TaKXKe UHIMOUTOPbI MPOTOHHOM NOMIMbl (OMeNpPason
1 MI/Kr Maccbl Ha Npurem 2 pasa B CYTKM B TedeHne 12 Hegenb). B npouecce BegeHus na-
uMeHTa gna obecnedeHns KNMHUYECKOro pesynbTaTa Obii fobaBneH 6yaecoHus (BA3Kan
cycneHsusa no 1 Mr 2 pasa B ieHb Ha 12 Heaenb). Ha poHe npoBogumoii Tepanuu otmede-
HO ynyuLleHne COCTOAHUA pebeHKa: cUe3nv Xanobbl Ha 60/ B XKUBOTE, TOWIHOTY, 6ones-
HEHHOCTb NP Nasibnaumm X1BoTa He onpegenanach.

B 3AK/THOYEHUE

MpoBeaeHHbIN aHanmM3 HayuHbIX Ny6nMKauuii MoKasan YCTONYMBYIO TEHAEHLMIO K
pocTty 3abonesaemocty 3TM13, n B yactHocTM Jol, KakK y B3pochblx, Tak 1 y aetei. lNo-
NpeXXHeMy OCTalTCA AUCKYTabenbHbIMA KPUTEPUM AUATHOCTUKU U NIEYEHUA TaKux na-
uneHToB. CNOXHOCTb BefileHMA feTell ¢ Jol 0bycnoseHa oTcyTcTBUEM cneumduyeckmx
CUMNTOMOB flaHHOr0 3aboneBaHnA, YTO AUKTYET HEOOXOANMOCTb JaNbHENLLEro N3yYeH s
MEXaHM3MOB Pa3BMTWA 3TON NaTonoruu. NpuBeaeHHbIN KNMHUYECKNIA CllyYail NoKasblBa-
€T, UTO, K COXalNeHWI0, Ha CErOAHALIHNIA IeHb OTCYTCTBYIOT crieunduryeckmne KnMHNYecKme
N 3HAOCKOMMYecKre MapKepbl Jol, UTO MOXET NPUBECTU K OLIMOOYHOMY AMarHos3y, ecnu
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D03UHOGUNBHBIV FaCTPUT y fieTel — TPyAHOANAarHoCTMpyemoe 3aboneBaHue:
0630p NUTEPaTYpPbl N KMMHUYECKNIA Cllyyait

He ncnonb3yeTtca Mopdonormyeckoe UccsiejoBaHe, KOTOpoe paccMaTpUBaeTcA Ha Co-
BPEMeHHOM 3Tane Kak BeayLunin MeTog AnarHOCTUKN He TONbKO 303MHOPUABHOIO racTpu-
Ta, HO 1 T3 B uenom. inarHoctmyeckoMy npoueccy AaHHbIX 3aboneBaHuUN Takxke no-
MOTaeT TLATeSbHbIA aHann3 anneprosiorMyeckoro aHamHesa 1 onpenenieHHbIX nabopa-
TOPHbIX NOKa3aTesiel, B YaCTHOCTM 303UHOPUINN B KITMHNYECKOM aHann3e KpoBu. ToNbko
rny6okoe NoHMMaHve natoreHesa Jol y feTel no3BonuT paspaboTtaTtb 3dPeKTNBHbIE pe-
KOMeHAaUMn No AnarHoCTUKe 1 leYeHunto 3Toro 3aboneBaHus.
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Pesiome

J03nHobUNBbHBIN LennonuT (CMHAPOM Yansca) npefcTaBnaeT cobol peuransmpyowmi
rpaHyfnemMaTo3HbIl JePMATUT C 303MHOGUNBbHBIM UHGUABTPATOM B fepMe /U 303MHO-
dununein nepndepuueckon kposu. Mo gaHHbIM MeTaaHanr3a, BCEro B Mupe 3aperncrpu-
poBaHo okono 200 cnyyaes, 13 HUX 30 onuncaHbl y AeTell. J03MHOGUNbHBINA LennionuT
peako BCTpeyaeTcs B AeTCKOM Bo3pacTe. O6bIYHO 3a60neBaHme KNUHNYECKM NPOABNAeT-
CA B BUJE SPUTEMATO3HbIX 1 OTEYHbIX BMiAiLLeK, Y310B, Nanys, BOAbIPEN, BE3NKYI, pexe —
nycTyn v ny3bipeid. Mbl onucbiBaem Cnyyain NaLMeHTKN AeTCKOro Bo3pacTa C pacnpocTpa-
HEHHbIMW MOAUMOPGHBIMU BbICbINAHUAMY (MHOUBTPUPOBaHHbIE GMALIKA KOMbLEBWA-
HoW GopMbl, Nanynbl, NAanyno-nycTynbl, Nanyno-Be3nKysbl), CBA3aHHbIMW C Pa3fIMYHbIMU
nposouupylWUMN GakTopamun (MHbeKLUKN, NeKkapcTBa, YKyCbl HaCeKOMbIX), KOTOPbIN
XapakTepr3yeTcsa HenpepbiBHLIM PeLuanBHPYOLWLUM TeYeHneM. 3aKntoueHne naTorncTo-
NOrMYecKoro UCCNefoBaHUsA COOTBETCTBOBANO 303MHOGUAbHOMY uenntonuty. Oudde-
peHLUManbHy ANarHOCTUKY CUHAPOMa Yansica crefyeT NpoBOANUTDL C rpaHyieMaTo3HbIMU
3aboneBaHNAMY KOXMN U FTNNep303MHOGUIbHBIM CMHAPOMOM. PeikocTb natonoruu, H13-
Kasf ocBeJOM/IEHHOCTb 1epMaTosIoroB 1 NeAnaTpoB O AaHHOM COCTOAHUN, OTCYTCTBUE MNa-
TOMOpPbONOrMyeckoro nccefoBaHVA 3aTPYAHAOT BepudrKaLumio anarHo3a.

KnioueBble cnoBa: 303UMHOGUIIbHBIA LENMoNUT, CUHAPOM Y3/nca, AeTW, KIMHUuYecKas
KapTVHa, AnarHoCTMKa, NaToMopdonorna Koxmu
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Abstract

Eosinophilic cellulitis (Wells" syndrome) is a recurrent granulomatous dermatitis with
eosinophilic infiltrate in the dermis and/or peripheral blood eosinophilia. According
to the meta-analysis, about 200 cases have been reported worldwide, of which 30 are
described in children. Eosinophilic cellulitis is rare in childhood. Usually it is clinically
manifested in the form of erythematous and edematous plaques, nodules, papules,
wheals, vesicles, less often as pustules and blisters. We describe the case of a pediatric
patient with widespread polymorphic rashes (infiltrated ring-shaped plaques, papules,
papulopustules, papulovesicles) associated with various provocative factors (infections,
medications, insect bites), which is characterized by a continuously recurring course. The
findings of pathohistological examination were consistent with eosinophilic cellulitis.
Differential diagnosis of Wells’ syndrome should be performed with granulomatous
skin diseases and hypereosinophilic syndrome. The rare incidence of the pathology,
low awareness of dermatologists and pediatricians about this condition, and the lack of
pathomorphological examination complicate the verification of the diagnosis.
Keywords: eosinophilic cellulitis, Wells’ syndrome, children, clinical picture, diagnosis,
skin pathomorphology

B BBEAEHWE

D03MHOGUBHBINA LEeNoNNT (CMHAPOM Yannca), BnepBble onncaHHbiin B 1971 T., AB-
NAETCA OTHOCMTENbHO pefKkum 3aboneBaHWeM, Ha CErofHALIHWIA AeHb B NMTepaType
onucaHo Bcero 200 cnyyaes, n3 HUx 30 — y aeten [1-3]. bbun BbiAABAEHbI pa3nnyHbie
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nposouupyowme GakTopbl, BKYaa MHOEKLUKN, YKYCbl HAaCEKOMbIX, BaKLMHbI, nekap-
CTBEHHblE CPEeACTBa, reMaToIorMyeckne HapylleHus, 3N1oKauyecTBeHHble HOBOO6pa3oBa-
HuA [2]. MporpeccnposaHne cMHAPOMa Yansca ciegyeT YeTKOW TPaeKTopmm C COOTBET-
CTBYIOLLMMW NATOMMCTONOMMYECKAMMN AaHHbIMK Ha Kax ol cTagum [3]. HauanbHana ctagus
XapaKTepr3yeTca OLWYLIEHEM XXeHNA 1 NoABNeHMeM 3yaawmx 6nsawek, natorncrono-
rMYeckn KoppenupyoLmx ¢ 303MHodunbHon nHounsTpaurein. MprumepHo yepes 7 aHen
CUHIPOM NepexofuT BO BTOPYIO CTafinto, OTMEUYEHHYI0 60/1e3HEHHOCTbIO, OTEKOM AePMbl
1 JOMONTHUTENbHBIMU NMOPAKEHUAMU C BO3MOXHOCTbIO OOHapyXeHNa «buryp nnameHm»
npu natorncronornn. PaspelueHvie nopaxeHuii 1 NOsABAEHWE rMnepnurMeHTaunm o3Ha-
yaloT BCTyneHe 3aboneBaHnA B TPETbIO 1 MOC/IEAHIO0 CTaauio.

B KITVMHWUYECKUI CITYYAN

[JeBouka, 8 net, NocTynmnna B AepMaToBeHeposiormyeckoe otaeneHvie Butebckoro o6-
NACTHOTO KJIMHMYECKOrO LieHTpa AepMaTOBEHEPOSIOMNN U KOCMETONOMM C XKanobamu Ha
BbIPaXKeHHbIN 3y[, NOpakeHNe KOXM TYNoBYLLIA, KOHEYHOCTEN, BOSIOCUCTOWN YacTu rono-
Bbl, 1L, FEHUTaNNA.

NcTopua (aHamHe3) 3a60osieBaHNA: CO CJIOB MaTepPU, BNepBble BbICbINaHNSA NOABUINCH B
nione 2024 r. 3aboneBaHue CBA3bIBAET C yKyCaMy HAaCEKOMbIX U KyrnaHnem B Bogoeme. [le-
610T 3ab60neBaHMA Takxe CoBMas C IKCCyAaTUBHbIM CPeAHNM OTUTOM Y pebeHKa 1 conpo-
BOXJasnca TemnepatypHon peakuuen (go 37,8 °C) c Ha3HauyeHueM aHTMOMOTMKa (Ledy-
pokcum no 125 Mr 3 pasa B cyTKU B TeyeHre 10 CyTOK) aMmbynaTopHO 1 B YCNOBUAX HEB-
HOro CTalMoHapa No MecTy XWUTeNnbcTBa. B aBrycre 31oro e roga noBTopHo obocTpunca
OTUT, NOBbICMNACh TemNepaTypa Y NOABUANCH HOBble dNeMeHTbl Cbinu. 1o noBoAy BbiCbl-
NaHUM Ha KOXe rnonyyana neveHve (NpegHU3onoH no 30 Mr BHYTPUMbILEYHO ABaXAbl C
HefenbHbIM NHTEPBaNoM) B YCIIOBUAX AHEBHOO CTaLMoHapa ¢ anarHo3om «MHorodopm-
HaA 3KccypaTnBHas sputeMa? KonbueBraHas rpaHynema?» 6e3 3ametHoro addekra. Ce-
MEeWHbIN anneproaHaMmHes He oTAroleH. MocnegHee 060CTpeHUe 3aboneBaHNsA OTMeYaeT
B OKTAGpe 2024 r. nocne oCTPon pecnnpaTopHO MHPEKL MM N OTUTa, CONPOBOXKAABLLMNX-
CA TemnepaTypHoON peakumein He Bbiwe 37,6 °C, OQHOCTOPOHHMM OTEKOM TKaHewn wweun n
LWEMHBIM 1 NOAYENOCTHBIM NMMbaaeHUTOM (4TO NogTBepxaeHo Y3U-nccneposaHnem), B
COoYeTaHMM C TOPNUGHbIM TeYEHNEM KOXHbIX NMPOABNEHUN U OTPULATENIbHON AUHAMUKOWN
(nosiBNeHme HOBbIX 3N1EMEHTOB CbiNM Ha GOHE Tepanun CUCTEMHbIMU AHTUTMCTAMUHHBIMIA
CpeacTBaMm 1 TONMYECKUMU FTTIOKOKOPTUKOCTEPOUAHbBIMM MAa3AMN 1 KpemaMu).

AHaMHe3 XU3HW: BeC npu poxaeHun — 3550 1, poct — 51 cm. MNepeHeceHHble 3a60-
NeBaHWA: OCTPbIN [BYCTOPOHHWUIA OTWT, aHrMHa, OCTpble pecnunpaTopHble nHbekunmn ¢
KNUHUYECKUMW NPOABIEHNAMMN OCTPOrO TPaxenTa, OCTPOro puHodapuHruTa, 6poHxmTa.
Annepronornyecknii aHaMHes, BKnoUaa peakumy Ha npodunakTnieckmne npusmBkK, 6es
ocobeHHocTel. OTMeuaeT peakLnio Ha YKYCbl HACEKOMbIX MO TNy cTpodyntoca.

O6wWwmi cTaTyCc nauueHTa: TeNlocsioxeHne: bnmxe K runepcreHndyeckomy. UMT: 21,6,
npoueHTUb: 96,6, UTO COOTBETCTBYET OXMpPeHuto. MNpun nanbnauny He3HauYUTENbHO yBe-
NnYeHbl NoayentocTHble NMboy3nbl. KNMHMYECKN 3HAUMMBbIX OTKIIOHEHMI NO CUCTEMaM
OpraHoB He BbIAABNEHO.

JNabopaTtopHble uccnepoBaHuA: o6WMIA aHanu3 Kposu - Gopmyna: SpUTPOLMUTbI
3,96x10'%/n (3-7); remorno6un 117 r/n (115-145) r/n; nenkouuntbl 4,4x10°/n (4-9); CO3
20 Mm/4 (1-15) mm/y4; uBeToBoOl nokasaTenb 0,88; 303uMHOGUNbI 2% (0-5)%; HenTpodu-
nbl cermeHToAfepHble 61% (47-72); numbountbl 36% (19-37); moHoumnTbl 1% (2-10);

«Mepmnatpua BoctouHasa EBponax, 2025, Tom 13, N2 2 301

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




5031HOGUNBHDBIN LEennonuT Yannca y 8-netHein 4eBOUKU: KNMHMYECKOe HabnoaeHve 1 063op nutepaTypbl

TpombouuTbl 220x10°%/n (180-320)%10°/n. Bpema ceepTbiBaHuA 05.11.2024: Hayano ceep-
ToiBaemocTn 02:00:00 (00:00:30-00:02:00); koHew cBepTbiBaemocT 03:00:00 (03:00:00-
05:00:00). OcTanbHble 0b6LEKTMHNYECKIE aHaNN3bl 6e3 naTosornn.

NmmyHobepmeHTHbI aHanmn3 (MDA) Ha Helicobacter pylori otpuuatenbHbin; UOA
Ha NAM61MK, oNMCTOPX03 oTpuLaTenbHble. IgE 0bwmin <13 ME/mMn — He noBblwweH, IgA —
1,22r/n;1gM - 1,46 t/n; 1gG - 9,74 r/n — B Npefgenax HopMbl. [OPMOHbI LLINTOBUAHOM Xene-
3bl: T4 cBO6OAHDBIN 14,70 mmonb/n; TTI 1,99 MEL/n — B Npeaenax HOPMbI.

Y3 opraHoB OploLWHOM NONOCTK: YBENMYEHMEe NeYeHu, NnenosKTasma cnpasa. Y3U
cepaua: dyHKUMOHMpYioLlee oBanbHoe oKHO. OcMOTp nepmaTpa: prsmyeckoe passutume
BbICOKOE Mo pocTy 1 Becy. OCMOTpP oTonapuHronora: runeptpodua ageHongos.

JepmaTtonornyeckun cTatycC: KNMHMYeCcKasa KapThHa Ha MOMEHT NepBUYHOrO OCMO-
Tpa XxapaKTepn3oBanacb MHOXECTBEHHbIMW ANCKPETHbIMUY, HE CZIMBHbBIMM BbICbIMaHUAMMN
Ha KOXKe TYNOBNLLA, BEPXHUX U HKHUX KOHEYHOCTel 6e3 NopaXXeHnsa KOXu fagoHen u
CTOM, a TaKXe eAVHNYHbIMM BbICbINaHMAMM Ha NnLe B 0651acTh Hoca (puc. 1, 2). dnemeHThbl
npegcTaBneHbl 6AALWKAMN CUHIOWHO-KPACHOMO LiBETa KOJSbLEBUAHOWM 1 HenpaBUIbHOWM
bOpMbI C YETKUMIM KOHTYpamu B BUAE Nanbnnpyemoro WHypoobpa3Horo BasvKa C He3Ha-
ynTeNbHO 3anagarLwmm, cnabo NHGUNBTPMPOBaAHHLIM LieHTPoM (puc. 3, 4). Pasmep 6na-
wekK Bapbuposan oT 1 go 4 cm B gnametpe. CyObeKTMBHO HECNOKOW BblpaXkeHHbIN 3yA,.
OTmeuanocb NoABEHNE HOBbIX 3/IEMEHTOB. YUnTbIBasA KIMHUYECKYIO KapTUHY, NpeaBapu-
TeSIbHO NPeaAnonoXKeHbl cnefylolime AnarHo3bl: KonbLeBMAHaA rpaHynema? capkomaos?
WHTEPCTULMANbHbIA rpaHyneMaTo3HbI fepMaTuT?

MaTorucrtonornyeckoe nccnegoBaHue: ana yTouHeHUA anarHo3a 6bina B3sATa buoncua
13 MATOJIOrMYEeCKOro 3fIeMeHTa Ha Koxke fieBoro 6efpa. [laHHble NepBMYHOrO NATOrMUCTO-
nornyeckoro uccrnegosaHuna ot 03.09.2024 N2 26877-79: B buonTate KOXU NMeeTcsa oyar
6e3 YeTKMX rpaHULl, B KOTOPOM MHOTOCIOWHbIV NAOCKUA SNUTENNIA YTOSLLEH, C HepaBHO-
MEPHbIM aKaHTO30M, 6e3 Apyrnx nameHeHun. [log MHOrOCNONHBIM MIOCKUM 3MNUTENINEM
nepuBackynapHo 1 andbdysHo nmeetca BocnanutenbHbI MHOUNBTPAT C pacnpocTpaHe-
HMEM Ha HavasbHble OTAeNbl TMNOAEPMbI, COCTOAWNA 13 NUMPOLUTOB, TMCTUOLUTOB 1
60nbLIOro KonnyecTsa 303MHOGUNOB (C Npumeckto HenTpodunos). AuddysHoe pacnpo-
CTpaHeHMe xapakTepHo ans 3031MHodmnoB. KonnareHoBble BOSIOKHa HECKOJbKO Ae3opra-
HM30BaHbl, B COCOUYKOBOW iepme cnabbiii oTek (purc. 5, 6). 3akntoueHre: JaHHbIX B NOJb3Y
HanMumA KonbLEBUAHON rpaHynemMbl 1 Capkonaosa He BbiaBNeHO. PekoMeHAyeTCa NCKo-
YNTb 203MHODUABHDIV LIENTIONNT.

Mo pe3ynbTaTam NAaTOrMCTONOMMYECKOrO NCCeAO0BaHMA, a TakKe AaHHbIM aHaMHe3a U
KNUHNYECKOWN KapTUHE BbICTaB/IEH ANArHo3 «203MHOGUAbHbIV LeNMonmnT (CUHAPOM Yann-
Ca)» COrnacHo ANarHOCTUYECKUM KpuTepuam (Tabn. 1) [3].

MNocne Ha3HayeHMA TOMNYECKMX FNTIOKOKOPTUKOCTEPOUAOB U CUCTEMHBIX aHTUTMCTa-
MUWHHbBIX CPeICTB OTMEUYEHO He3HAUUTENbHOE KNUHUYEeCKoe ynyJlueHne ¢ opmMmpoBaHm-
€M rmnepnurmMmeHTauuin 1 ynnoweHua oTaenbHbix 6nawek. OgHako nocne npekpalleHus
neyeHna CTann NoABAATbCA HOBbIe 3yAALLME SNIeMEHTbl Kak Ha MeCTe CTapbIX 3/1IeMEHTOB,
Tak U Ha HEM3MEHEHHOWN KoXe B BMAE b6nAleK MmeHbllero pasmepa (go 1 cm B gnametpe),
nanyn, nanyno-Be3ukyn, nanyno-nyctyn (puc. 7). MoasneHune nyctyn 66110 pacLeHeHo Kak
MaHudecTauma cTepongmHayumpoBaHHoro onnmkynuta. ina nogreepxaeHna aMarHo-
3a B CBA3U C MU3MEHEHMEM KITMHNYECKOW KapTuHbI Oblna B3ATa NOBTOPHAs 6G1Moncma CBEXnX
3N1eMeHTOB. [lJaHHble MOBTOPHOrO MATOMMCTONOMMYECKOro nccieaoBaHna (puc. 8): buoncuma
KoM oT 15.10.2024 N2 30599-600: B 6ronTaTe KOXM, B iepME UMEETCA oYar YTOSLLEHHbIX
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KnuHnueckuii cnyyvan
Case Report

Puc. 1. BRAWKN CMHIOWHO-KPAaCHOTO LiBeTa
KoNbLeBMAHOI 1 HenpaBuwibHOI popmbli

C YeTKUMM KOHTYpaMu B Buje WHypoo6pa3sHoro
BanvKa ¢ 3anagaowmnm nHGUNbTPUPOBaAHHbIM
LleHTpOM

Fig. 1. Bluish-red, ring-shaped plaques, irregular in
shape, with clear contours in the form of a corded
roller with a sinking infiltrated center

Puc. 3. KonbueBuaHas 6nsukKa B o6nacT Hoca
Fig. 3. Ring-shaped plaque in the nose area
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Puc. 2. Manynbl n 6AAWKN B NOACHUYHON

1 KpecTuoBoll 0611acTu ¢ yyacTKamy BTOPUYHOMN
runepnurmeHTaLnn

Fig. 2. Papules and plaques in the lumbar and
sacral regions with secondary hyperpigmentation

Puc. 4. MHOrouncieHHble GNALLKN KOPUYHEBO-
KpacHOro LiBeTa Ha Kox<e nneBoro 6eppa

Fig. 4. Numerous brown-red plaques on the skin of
the left thigh
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Puc. 5. OKpacka — reMaTOKCUANH N 3031H,
yBenunyeHue x100. MokpoBHbI snuTENNIA

cnerka runepnnasuposaH. B gepme
numdorncTuoyuTapHblii UHGUNBLTPAT ¢ GonblIM
KOJIN4eCTBOM 303MHO(UNOB, PacnonoKeHHbI
nepuBacKyNnsapHO U MHTepCTULanbHo AnddysHo
1 OTAENEHHDbIN OT 3NUTENNA TOHKOI NONIOCKON
NpPOoKCUManbHoI1 iepMbl 63 BocnaneHus

Fig. 5. Hematoxylin and eosin staining,
magnification x100. The integumentary
epithelium is slightly hyperplastic. There is

a lymphobhistiocytic infiltrate in the dermis

with a large number of eosinophils, located
perivascularly and interstitially diffusely, and
separated from the epithelium by a thin strip of
proximal dermis without inflammation

Puc. 6. OKpacka — reMaTOKCUVH U 3031H,
yBenunuyeHue x200. PacnpocrpaHeHmne
BOCNanuTenbHOro nHeuUnbTpaTa c Gonbm
KOJINYECTBOM 303MHODUNOB Ha runogepmy
(MOAKOXKHO-KNPOBYIO KNeT4yaTKy)

Fig. 6. Hematoxylin and eosin staining,
magnification x200. The spread of an
inflammatory infiltrate with a large number of
eosinophils to the hypodermis (subcutaneous fat)
is observed

KOJJTareHoBbIX BOJIOKOH, OTAENEeHHbI OT MHOTOC/IOMHOMO MJIOCKOTrO 3MUTENNA TOHKMM
C/I0eM HOPMarnbHOWM fepMbl. B ouare nopaxeHua BM3yanu3npyoTca GparmMmeHTbl MbiliL,
NOAHVMAIOLLNX BONOC, MPUCYTCTBYIOT NePUBACKYAPHbIE N MEPUCUPUHTalibHble NMMEO-
rmcTmoumTapHble MHGUNBTPaTbl C HaNMYMEM 303UHOQUNOB, TakXKe UMEeIOTCA 303NHOGU-
nbl, pacrnonokeHHble andeysHo. 3aknoueHne: natomopdonornyeckas KapTMHa MoXeT

COOTBETCTBOBATb KNMHNYECKOMY ANArHO3Y.

Ta6bnuua 1

KpuTepumn gnarHoctmkn 303nHopunbHoro uenntonuta [8]

Table 1
Diagnostic criteria for eosinophilic cellulite [8]

[naBHble KpuTEpUN

Manble Kputepum

1.  OpAWH 13 BO3MOXHbIX BaPMAHTOB K/IMHMNYECKON

1. D03uHOGUNVA NeproanYecKan B

nepudepuyeckon KpoBu 1 He 6onee
1,5%10%/n.

2. Tpw3Haku rpaHynemMaTo3HOro
BOCMNaneHna npu NaTorncTonornyeckom

KapTUHbI (GNALWKKM, 6GAALKN MO TUMY KONbLEBUAHON
rpaHynembl, ypTMKapornopo6Hble 31eMeHTbl, nanyno-
BEe3UKyJie3Hble 3/1IeMeHTbI, My3blpy, Nanyso-y3nosartble
3/1eMEHTbI, BbICbIMaHKA MO TUMNY GUKCUPOBAHHON

3puTEMDI). nccnenoBaHuu.
2. OrtcyTCTBME CUCTEMHBIX NPOABNEHUN. 3. «@urypbl nnameHw» npu
3. PeunpuBupytoLlee TeueHue. NaTormcTonorMyeckom UCCefoBaHUN.
4. BbiABneHve 303MHOGUNBbHBIX MHGUNBLTPATOB NP 4. TpurrepHblii GakTop (nekapcTBeHHble

NaTorncToNIOrMYeCcKoM NCCIefOoBaHUN npenapartbl, yKyCbl HaCEKOMbIX, UHPEKL M)

MprmeyaHue: AnA NOCTaHOBKM AMArHo3a «303MHOGUIbHDINA LeNoNnT» JOCTaTOYHO HAaNMUYUA MUHUMYM 2 raBHbIX 1 1 gonon-
HUTENBbHOTO KpUTEpUs.
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Puc. 8. OKpacka — reMaToKCWIVH 1 3031H,
yBenunyeHune x400. lNoBTopHasa 6uoncun:

B NPOKCMMabHOI fiepMe Te/leaHrno3KTasmna
1 NepuBacKynApHbIN NMMGOrncTuoLuTapHbIii
NHUABTPaT C AerpaHynAunei n pacnagom
303MHO}UNNOB, KOTOpble pacnonaralTca
nepuBacKyNnAPHO N MHTEPCTULNaNbHO

Puc. 7. Manyno-nycrynesHblie BbICbINAHNA Fig. 8. Hematoxylin and eosin staining,
€ COXpaHeHNeM yacTkos BTOpM;HOM magnification x400. Repeated biopsy:
rugepnwrmeHTauuM BO BPEMA 000CTPEHUA telangiectasia and perivascular lymphohistiocytic
3abonesaHuA infiltrate in the proximal dermis with degranulation

Fig. 7. Papulo-pustular rashes with retention of
areas of secondary hyperpigmentation during
exacerbation of the disease

and disintegration of eosinophils, which are
located perivascularly and interstitially

Puc. 9. Perpecc BbicbinaHuin B BUAE Y4acTKOB runepnurmeHTaLum nocse Kypca ie4eHus CucTeMHbIMU

KopTuKocTepongamm
Fig. 9. Regression of rashes in the form of areas of hyperpigmentation after a course of systemic
corticosteroids
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Takum o6pa30M, AnarHos 303VIHO¢VIJ'IbHOFO uennnnta 6bin noarsepxaeH NoOBTOPHO
C y4eTOM NaTorncrtosiormyeckoro nccnengoBaHumA.

B npeancTaBi€EHHOM HaMK Ha6J'IIO}J,6HI/II/I Y NaunMeHTKN KNnHnyeckmne npmsHakm cMHgpo-
Ma Yannca XapaKkTepnsoBananCb MHOXeCTBEHHbIMU ypTI/IKaI'IO,D,OGHbIMVI KOJibUeBUAHDI-
MK GnAawKamu, nanynamu, nanyno-Be3nkKysamu, nanyno-nycrynammu. MNocne Ha3HayeHuA
nepopanbHOro nNpegHM30JioHa B Ao3e 1 MI'/KF/C)/T B TeUeHue 2 Hefesnb C NOCTeneHHbIM
CHUXeHnemM [03bl BbICbIMaHNA NOCTENEHHO perpeccnpoBann C noasieHNeEmM BTOpI/I‘-IHOI7I
rmnepnurMmeHTaymmn B Te4eHmne mecaua nocne Ha4dana neyeHuA. OpHako nocne nepeHe-
CEeHHoN VIHd)eKLI,VIVI N NOJTHOW OTMEHbI CUCTEMHbIX MMIOKOKOPTUKOCTEPOMNAOB I/IH(I)VIJ'IprI/I-
POBaHHbIE 6nAWKN 1 Apyrne sanemeHTbl BHOBb MOABUINCb Ha Pa3HbIX y4aCTKaX KOXW.
MNauneHTKe Ha3HaueH MeTunnpeaHmM3osioH no 16 mr BHYTPb eXeAHEeBHO C NoCTeneHHbIM
CHUXeHMeM OO3NPOBKU NPU OCTUXKEHUN KNNMHNYECKOro pe3ynbTraTta. l-lepe3 2 Hepenwv no-
e npunemMa meTunnpeaHn3onoHa BCe BbliCbiNaHUA perpeccnpoBain, a Ha X Mmecte oCTta-
JINCb BTOPUYHbIE TMNEePNUrMeHTUPOBaHHbIE NATHA (lec. 9).

[aHHbIN KNNHNYECKnI cnyqa|7| OEMOHCTPUPYET XpoHMYeCKoe peungnsumpytouiee Te-
yeHne 303VIHO¢I/IJ'IbHOI'O Lennsinta U TOpnnaHOCTb K Jie4eHuto.

B ObCYXIOEHWE

D03MHOGUBHBIA LennoanT (CMHAPOM Yannca) — peakoe 3abonesaHue. Mo gaHHbIM
nuTepatypbl, onvucaHo okoso 200 cnyyaes [2-4]. 3aboneBaHne nopakaeT NaLNeHTOB fio-
6oro Bo3pacTa 1 yvalle HabnogaeTca y B3pOC/bIX, HO BCTpeYaeTca Takxe y geten [4-7].
B HacTosALee Bpema 3TMONOrNA CMHAPOMA Y3sica NOMHOCTbIO He BbiACHeHa [2, 51. bbino
BbICKa3aHO NpefnosioXeHre, YTo 3To 3aboneBaHue BbI3BaHO HeafileKBaTHOM 303UHOGUIIb-
HOW peakuuen rmnepyyBcTBMTeNbHOCTM IV TMNa Ha pasnnyYHbie 3K30reHHble MM SHAO-
reHHble Tpurrepbl (remaTonornyeckne HapylueHus, nekapCcTBeHHble npenapatbl, Bakuu-
Hbl, UHeKUun) [2, 3, 5]. MpoBounpyoLmne NnekapCcTBEHHbIE NpenapaThl BKIOYAOT aHTU-
OUOTUKN (NEHULMNNVH N ero NPOU3BOAHblE, TETPALMKIVHDI, KNIMHAAMULWH), Ara3enam,
HecTepovaHble NPOTUBOBOCMANUTENbHbIE NpenapaThl (acnupwuH, guknodeHak), Tasma-
Hble ANYypeTUKK, MPOTMBOONYXONEBble CPefCTBa, NpenapaTthl NPoTB daKTopa HEKPOo3a
onyxone, buonpenapaTbl, BakUuHbI [2, 5, 8]. MATbAECAT NPOLIEHTOB C/lyyaeB ABMAATCA
nanonaTuyecKnmy, HO B Hallem Ciy4yae nposouupywmmm daktopamy MoryT ObiTb UH-
deKumm, nekapcTBeHHble CpefCTBa, YKYCbl Hacekombix [2-4, 8-10]. C yueTom natodusmo-
noruu 303MHOGUNBHOrO LenonnTa 6b10 oNKMcaHo, YTo T-KNeTKN akTUBMPYIOT BblipaboT-
Ky MHTepnenknHa-5 (IL5), cnocobctys BbipaboTKe, agre3un 1 akTueauuy 303MHoGUNoB B
TKaHAX U MHAYUMpPYA sKcnpeccuio anbda-Lenu peLentopa nHTepnerikmHa-2 (CD25), uto B
NPUCYTCTBUM MHTEpPReKHa-2 (IL2) Bbi3biBaeT AerpaHynaLmio 303uHoGUIoB € nocnenyto-
LM OTEKOM W BOCManeHnem TkaHew [3, 8—10]. 2TOT MexaHn3M XapaKTepeH 1 Ana apyrmx
3aboneBaHuni, onocpefoBaHHbIX 3031HOGUNIAMM, TaKNX KaK rMnep303UHOGUIbHBIN CUH-
OpPOM, 3031HOGUNbHBIN dacumuT 1 cuHapom Yapaxa — Ctpocca (3031HOGUNbHBIN FpaHy-
nemMaTo3 C NoAnaHrMmMToM). 3To NobyAMII0 HEKOTOPbLIX aBTOPOB pPaccMaTpPrBaTb CUHAPOM
Yannca Kak KoxHoe NposBneHne, NpefLecTByioLiee UM ConyTCcTayioLlee 3TMM 3aboneBa-
HMAM, a He KaK camocToATenbHoe 3abonesaHue [8].

OpHako CMHAPOM Yannca umeeT CBOU KINMHUYECKUE 1 TUCToNornyeckmne 0CobeHHOCTH
[2, 11]. Ero KnuHuyeckasn KapTrHa CUIIbHO BapbupyeT; Hanbonee YacTon ABNAETCA Lenio-
nutonogobHaa dopma. MopaxeHna pa3BUBaOTCA BHE3aMHO, NOKanun3yoTca B lobom me-
CTe, NPenMyLLEeCTBEHHO Ha KOHEYHOCTAX N pexke — Ha TynosuLe v nuue. B onncbiBaemom
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Hamu ciiyyae KonbLeBugHasa bnalka nokanunsosanach Ha nuue B obnactu Hoca. Mopaxe-
HWA MOTYT CONPOBOXAATLCA NPOAPOMASIbHBIMIN CUMNTOMaMK, TAKUMW KaK 3YA U XKXKeHne
B MOPaKeHHbIX MecTax. BbicbinaHma o6blYHO NOABAAIOTCA B BUAE €AMHUYHBIX U MHOXe-
CTBEHHbIX KOJbLLeo6pa3sHbIX, 3PMUTEMATO3HbIX, OTEUHbIX 6/1ALEK C UHPUNBTPUPOBAHHBIMI
rpaHuuamu, cnerka 3yaawmx, n 6e3 MecTHOro noBbilWeHKsA Temnepatypbl [2, 5, 8, 9]. XoTa
3TO Hambonee TMNUYHasa ¢opma MaHnbecTaLmm, 303MHOGUNBbHBIN LENTONNT MOXET NpPo-
ABNATbCA Nanynamu, Be3vKynamu, Bongbipamu nunm nyctynamu [3, 6, 8, 9, 11-13]. MNocne
OCTPOro Ha 3TOM CTaguM NOPa)KEHUA BbICbIMAHUA CaMOMPOU3BOIbHO MPOXOAAT vepes
2-8 Hepesb, COXpaHAA OCTaTOUHYIO rMnepnurmeHTaumio, MopdeanofobHyto atpoduto [2,
8, 9-11]. OgHako y 50% naumeHTOB HabnogaeTca peunans BbicbinaHuin. CpegHAa Npo-
LOMKNTENbHOCTb 3aboneBaHnA cocTaBnaeT oT 3 fo 4 net [2, 5, 11]. Pa3Hoob6pa3me Knu-
HUYECKUX MPOABNEHUA CMHAPOMA Y3//1ca, BEPOATHO, OOBACHAETCA PaCnoNioKeHNEM
303MHOGUBHOIO MHOUMBTPATA, KOTOPbLIA MOXET ObiTb AepManbHbIM (MOBEPXHOCTHLIM
unu rnyboKMMm), a Takxe MOAKOXKHbIM, UTO onpefensaeT KapTuHy naHHukynuta [2]. Cu-
CTEeMHble CUMMTOMbI, Takne Kak HeloOMOraHue, nMxopagKa, apTpanrum unm numeaaeHo-
naTuA, BCTPEYAIoTCA PeaKo 1 NPOABAAIOTCA NpU 6osiee TAXKENbIX U XPOHUYECKNX GOopMax
3abonesaHus [3, 10, 11]. Mepudepnueckan 303uHodunuaA BbiaBnAeTcA y 50% naymeHToB
N CBA3aHa C aKTMBHOCTbIO 3aboneBaHuA, a Takxke C NoBblleHneM ypoBHsa IL5. MHorpa y
HEeKOTOPbIX MaLUMeHTOB HabnoaaeTCcA He3HaUMTENbHOE YBeNMUYeHne CKOPOCTH oceaaHna
sputpoumToBmnIgE[2,8,9,11,13, 14].

MaTorncrtonornyeckre pesynbraTbl BapbUPYOT B 3aBUCUMOCTU OT CTagum 3abonesa-
HUA Npw npoeeaeHun Guoncum [3]. B ocTpoii ctagum B aepme npeobnagaert oTek, CONpo-
BOXAALOLWNIACA 303MHOGUNBbHBIM UHPUABLTPaTOM, 6€3 HaNnMuMA BacKynunTa; B NOJOCTPON
CTapguu HabnopaeTca ferpaHynaLua rmcTMoLnToB U 503MHOQKNOB BOKPYT KONINareHoBbIX
ny4YKkoB, 06pasyoLmx TUNUYHble GUrypbl NnameHn (amopdHbIN MaTepran, ABAALNACA
pe3ynbTaTom AerpaHynaunm 303MHoGUIoB Ha KonnareHe); B NO3AHeN CTagum oTMeyaeTca
JerpaHynAaumsa rmcTMoumnToB 1 303MHOGUNIOB BOKPYT KonnareHoBbix nyykos [3]. B xpo-
HUYECKOWN CTagun NPUCYTCTBYIOT TMCTUOLUTBI 1 MHOTOAAEPHble KNeTKku, obpasytoLmeca
BOKPYT 3TUX 3NIEMEHTOB rpaHyfiemMbl NOXOXMN Ha MHOPOAHbIE TeNa, KOTopble NMEIOT TeH-
JOeHLMI0 K ncyesHoBeHuo. CTOUT OTMETUTD, UTO, XOTA NnamenofobHble Gurypbl oueHb Tu-
NUYHbI A4NA CMHAPOMa YanJ1ca, OHU He ABMAIOTCA NaTOrHOMOHWYHbBIMUY, MOCKOMbKY MOTyT
HabniopgaTbca NPy APYrnx KOXHbIX 3aboneBaHnAX, TakmxX Kak 3K3emMa, YKYCbl HaCEKOMBIX,
bonnunkynapHbIA MyLUHO3, 6ynnesHbii nemburons, napasvTapHble u apyrvie 3abonesa-
HuA[2, 3,8,10,13, 14].

OnoddepeHymanbHas gnarHocTnka 303MHOPUIBHONO LieNioNmMTa pasfinyaeTca B 3a-
BMCUMOCTY OT GopMbl ero nposasneHns (Tabn. 2). MNpexpae Bcero, cnegyet otnnMyaTth Len-
NIIONNT UHPEKLMOHHOIO NPONCXOXKAEHNA, 0COOeHHO GaKkTepuanbHoro [3-5, 8, 14]. Takue
NPU3HaKK, Kak BHELHWIA BN MNOPaXKeHWA, Hannume 303MHOGUANN KPOBU U/UNK 303U-
HodunbHOro MHGUNLTPaTa NaTorucToNornyecku, oTcytcTeme sddexra ot aHTUbaKTepu-
anbHOW Tepanuu, MOryT CAYXXWTb OCHOBOW ANA NOCTAaHOBKM AMarHo3a cMHApoma Yannca.
Opyrve 3abonesaHus, KoTopble cnegyeT NPUHUMaTb BO BHUMaHWeE, BKIOYAOT KOHTaKT-
Hbl AepMaTUT, KpanmnBHULY, KONbLEBUAHYIO FPaHyfiemMy, BUPYCHYIO 3K3aHTeMy 1 YKYCbl
HacekombIx [2, 3, 11].

BblfI0 ONMCAaHO HECKONbKO METOAOB NleyeHns 303MHOGUIbHOrO LeNNonNnTa ¢ nepe-
MEHHbIM YCMEXOM, KOTopble crefyeT noAbupaTtb B 3aBUCKMOCTYW OT CTEMEHN U TAXKECTY 3a-
6oneBaHuA. PekomeHayeTcA CHauana ycTpaHUTb OCHOBHYIO MPUYLMHY, €C/IN OHa BbiAABNEHA.
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5031HOGUNBHDBIN LEennonuT Yannca y 8-netHein 4eBOUKU: KNMHMYECKOe HabnoaeHve 1 063op nutepaTypbl

Ta6bnuua 2

AnddepeHumanbHan AUarHocTNKa 303MHodUNbHOro wennionuta [3, 4]

Table 2

Differential diagnosis of eosinophilic cellulitis [3, 4]

3a6oneBaHue

OCHOBHbIE NPU3HaKKN

D03UHOGUNbHDIN
rpaHynemarTos c no-
JIMAHTUNTOM (CUHAPOM
Yappaxa - Ctpocca)

MynbTrcncteMHoe 3a6oneBaHne UMMYHHOW CUCTEMbI, XapaKTepu3ytoLieecs
HEKPOTMYECKMM BOCManeHneM COCyA0B MENKOro U CpefiHero Kannbépa u
HanMumem LpKyIMpyoLLUX ayTOAHTUTEN K LiUTomMIa3me HemTpodunos. Ha koxe
0TMEYalTCA MoNMMOpPQHbIe BbICbINaHUA: Manbnupyemas nypnypa, Sputema,
neTexuu, peTUKYNSPHOe NNBEAO, BONAbIPY, MOAKOXKHbIE Y3e/KY, KOXKHble
HeKpo3bl. 3aboneBaHVie accoLUMpyeTca ¢ GPOHXMANbHON aCTMOW, 303NHOPUINEN,

MHOUNBLTPATVBHBIMW N3MEHEHMAMY B erkux. Matorncronorns: «purypsoi
nnameHn», 3031HOGUIIbHAA MHOUNBTPALMA fePMbl, BaCKYIUT

dpuTemaTosHasa bnALIKa, OTEYHOCTb, rMnepemua. YeenumyeHume numdatnyeckmnx

BbakTepuranbHbIi Yy3nos, J'lI/IMd)aHFI/IT. O6LI.I,I/IE CAMOTOMbI: UHTOKCUKaLNA, cnabocTb, 03HOO, HeaoMO-

uennionut raHue. Matorncronorus: Hecneunpryeckunin HENTPOOUNbHBIN 1 NMMbOLUTAPHbIN
nHoUNLTPAT

KonbLeBMaHas KnuHuKa: Kpyrnble, oBasbHble, MAIOTHbIE Manysibl TENIECHOTO LBeTa, KOTopble

rpaH;neman C/IMBAIOTCA B KOJbLIEBUAHYIO ONALLKY C NPUNOAHATLIMM Kpaamu. MaTorncronorus:

[ereHepauus KosilareHa, XpoHu4eckoe BocrnaneHue, ¢pnbpos

KnuHwnka: YpPTUKapHble, Nanyne3Hble, y3/10BaTble BbiCbINaHWA, aHTMOHEBPOTUNYE-

[MNep303nHOGUIBHBIN | CKUIN OTEK, 3YA, N3bA3BIEHUA KOXM U CIIN3NCTBIX 06onouek. MopaxeHus Apyrux

CUHAPOM OpraHoB: cepaue, Nerkune, HepBHas crcTema. J03rHodunma nepudepryeckon
KpOBW

MHorodopmHas KnuHunyeckan KapTuHa: MyLLeHEBUAHBIE GAALLKY, 3pUTEMATO3HbIE MATHA, BE3UKY-

Skee ,anmr;Haﬂ nbl, My3blpu. 3aboneBaHne YacTo acCOLMMPYETCA C NPOCTbIM repriecom. Matoru-

SpI/IT);Ma cTonornaA: NUMoOLUTaPHbIN MHOUABTPAT BOKPYF COCYAOB C HEOOSbLLOW MPUMECHIO

3031HOGUNOB UNW HeNTpPodUNoB

MpepnoyTnTeNbHbIM METOAOM NIeYEHUA ABNAIOTCA CUCTEMHbIE KOPTUKOCTEPOUAbI: Npea-
HU30MOH B fo03e 1-2 Mr/Kr/cyT C nocneayowmnm cHKeHnem gosbl [3, 13, 14]. B cnyuae
HebOMNbLIOro KOoNMYecTBa NOPaXXeHU PeKOMEHYeTCA NMPUMEHEHNE MECTHbIX KOPTUKO-
cTepounpos [2-4, 13]. Y nauneHToB C peungrBamun Unm HeyaoBeTBOPUTESIbHbIM OTBETOM
Ha CUCTEMHbIE KOPTUKOCTEPOUAbl B KauecTBe 3GPeKTMBHOIO NpenapaTa onvcaH gancoH
[2,3,10, 13, 15]. B cnyyae pe3ncTeHTHOCTU K CUCTEMHbIM KOPTUKOCTEepOoMAaM Ala neyeHns
3aboneBaHVA NPUMEHAIOTCA MMYHOCYNPECCMBHbIE NPenapaTthl, Takme Kak MeToTpekcar,
KONXMUUH, 6eHpann3lymab, Takponumyc, oynunymab, omannsymab [2, 4, 5, 12]. Opyrue
METO/bl TIeYeHNs, KOTopble NPUMEHANNCH ANA eYeHna 3Toro 3aboneBaHma, No AaHHbIM
nuTepaTypbl: LUKMNOCMOPUH, MAHOUMKIVH, TETPAUUKIINH, rpru3eodynbBrH, a3aTMOMNPUH,
aHakmHpa [2, 3, 10, 12, 13, 15]. HekoTopble aBTOPbI MONAratoT, YTO AaHTUTMCTAMUHHbIE Mpe-
napatbl TaKXe Nnosie3Hbl A1A CMMNTOMATUYECKOro fievyeHns 3yaa [3, 16].

B 3AKJTIOMEHUE

3031HOGUNBHBIV LEeNoNnNT — pefkoe KoxkHoe 3aboneBaHue y feTeld. 3ecb Mbl npej-
CTaBNAEM KAUHWYECKUN Cilyyall cMHApoMa Yannca y 8-neTHel feBOYKM C nonnmopod-
HbIMW KOXXHbIMUW BbICbINAHUAMMW, KOTOPYIO NIeUMni CUCTEMHBIMU KOPTUKOCTEpOUaamMu ¢
BpemMeHHbIM 3¢deKkToM. ITO 3aboneBaHve NpeacTaBasaeT co60M KOXHbIN BoCNanuTeb-
HbI CUHAPOM, KOTOPBbIN NPOTEKaeT OTHOCUTESIbHO JO6POKaUeCTBEHHO, perpeccupyer ¢
HebONbLLION rnepnMrMeHTaLein, ogHaKo Y NaLMeHTOB BbICOKa BEPOATHOCTb peLunarBa.
CvHgpom Yannca cnepyeT MMeTb B BUAY Kak yacTb anddepeHUranbHOn AnarHOCTUKN
noboro aTUNUYHOro NPOABAEHUA LIENNIONNTA, HE pearnpyioLlero Ha aHTMonoTnkn. na
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KnuHnueckuii cnyyvan .
Case Report

NOJTyYeHUA OKOHYATENIbHOrO AMarHo3a Heobxoarma Koppenaumsa KIMHUYECKUX NpU3Ha-
KOB 11 MaTOrMCTONOMMUYECKOro NcciefoBaHmna 6roncum Koxu. Hambonee ycnewwHbimM Bbl-
60pOM neueHnsa ABAAITCA NepopanbHble cTepongbl. OQHAKO BaXKHbIM MpeacTaBnAeTcs
yCTpaHeHe NpoBOUMPYIOWMX GaKTOPOB U JieYeHne OCHOBHOWM NPUUMHbI, €C/v OHa YCTa-
HOBJEHa.

MpeacTaBneHHbIN KAMHUYECKUIA Clydail 03MHOGWUIBHOTO LennonnTa y pebeHka,
BO3HVIKLUMI B pe3ysibTaTe HECKOIbKUX MPOBOLMPYIOLWMX GaKTOPOB (MHpeKums (oTnT), ne-
KapcTBeHHOe CpeACcTBO (aHTMOMOTHIK), YKYC HACEKOMbIX), OTAMYAETCS TOPNUAHBIM U PeLu-
OVBUPYIOLLNM TeYeHreM, MONUMOPGHON KNMHUYECKON KapTUHOW (MHOFOUMCIEHHbIE WH-
dUNbTPUPOBaHHbIE 6AIALWKY GUONETOBOrO LBETa, Manybl, Nanyno-Be3nKybl, Nanyno-ny-
CTY/bl), PaCNPOCTPAHEHHBIMY BbICbINAHUAMM (TYNOBMLLE, FPYAb, XKMUBOT, CNUHA, BepXHUe/
HUKHVE KOHEUYHOCTY, NINL0) B COUYETAHMN C 303UHOGUIbHBIM UHOUABTPATOM B AepMe Npu
NaTOrMCTONOrMYECKOM MCCefoBaHnn. PeaKoCTb NaTonoruy, H3kasa 0CBEAOMSIEHHOCTb
Bpayen-gepmaTosioroB 1 Bpayeii-negmaTpoB O JaHHOM COCTOAHWK, OTCYTCTBME NaToru-
CTONOTMYECKOro NCCNefoBaHMA 3aTPYAHAIOT BepudrKaLmio AnarHosa.
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Pesiome

Lenb. MNpeactaBnTb onucaHmne KINMHUYECKOTO ciy4yas pebeHka ¢ cuHapomom TayHca —
bpokca.

OcHoBHble nonoxeHuA. CnHgpom TayHca — bpokca, yacToTa BCTpeyaeMoCT KOTOPOro
Ha JaHHbI MOMeHT cocTaBnseT 1:238 000, Bnepsbie 661 onncaH B 1972 r. CnycTa 6onee
uem 20 neT 6bII0 ONpeaesneHo, YTo 3aboseBaHre CBA3AHO C aQyTOCOMHO-AOMUHAHTHbLIMU
MyTauuamu B reHe SALL1, KoTopbii OTBeYaeT 3a SMOPUOHANIbHOE Pa3BUTUE CITyXOBOrO
aHanmM3aTopa, aHOPEKTaslbHOWM 06M1acTy, BEPXHEN KOHEYHOCTU 1 APYrnX OPraHoB U Cu-
cteM. OCHOBHBIMU KIIMHUYECKMW NPOABAEHUAMN CUHAPOMA ABAAIOTCA aHanbHas aTpe-
3151, aHOMaNUU KACTW U yxa. B npuBegeHHOM KNnMHMYECKOM criyyae y pebeHka 8 mecsues
NOMMMO OCHOBHbIX aHOMANINN NPUCYTCTBYET TakXKe BPOXKAEHHbIA NOPOK cepAaua, rmno-
nnasnsa o6enx novyek, KpUNTopPXmnsm, rmnocrnaans nosioBoro YieHa v runotTmpeos.
3aknioueHue. [TOMUMO KnacCMUYeCKon Tpradbl KNMHUYECKUE MPOABIEHUA YaCcTO BKJILO-
YalT 1 Apyrre NOPoKU Pa3BUTUA, UTO TpebyeT MynbTUANCUMNIIMHAPHOIO noaxopa. OT-
[enbHble KOMMOHEHTbI CHAPOMA ABMIATCA KM3HEYTPOXKaloLLMMU, B CBA3U C Yem Tpeby-
0T PaHHEN AMArHOCTUKM 1 aKTUBHOW Ne4eOHOI TaKTUKM.

KnioueBble cnoBa: cnHgpom TayHca — bpokca, reH SALL1, aTpe3us aHyca, NONMaaKkTuans,
ONCNAA3UA YLWHbIX PAKOBWH, BPOXAEHHbIE MOPOKN Pa3BUTUA
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Abstract

Purpose. To present a case report of a child with Townes — Brocks syndrome.

Main points. Townes — Brocks syndrome, which currently has an incidence of 1:238,000,
was first described in 1972. More than 20 years later, it was determined that the disease is
associated with autosomal dominant mutations in the SALL1 gene, which is responsible
for the embryonic development of the auditory analyzer, anorectal region, upper limb
and other organs and systems. The main clinical manifestations of the syndrome are anal
atresia, hand and ear abnormalities. In the above clinical case, in addition to the main
abnormalities an 8-month-old baby also presented congenital heart disease, hypoplasia
of both kidneys, cryptorchidism, penile hypospadias, and hypothyroidism.

Conclusion. Beside to the classical triad, clinical manifestations often include other
malformations, requiring a multidisciplinary approach. Individual components of the
syndrome are life-threatening, and therefore necessitating early diagnosis and active
therapeutic tactics.

Keywords: Townes — Brocks syndrome, SALL1 gene, anal atresia, polydactyly, dysplasia of
the auricles, congenital malformations.

B BBEJAEHUE

CvHgpom TayHca - bpokca (CTB, Townes — Brocks syndrome, MKB-10 Q87.8, OMIM
#107480) — KpaliHe pefKoe HacnefCTBEHHOe 3ab0NeBaHNe, KOTOPOE XapaKTepr3yeTcs
TPUaZoN BPOXAEHHbIX MOPOKOB Pa3BUTUA: aHOManuUy aHOPEeKTasibHOW obnactu, 6onb-
WKX NanbLUeB KACTEN U HapyxHoro yxa [1, 2]. BnepBble gaHHOe 3aboneBaHvie onvcanu
amepuKaHckuii reHeTrk @unun TayHc (Philip Townes) u ctyaeHT-megmk Spuk bpokc (Eric
Brocks) B 1972 r., npecTaBMB KNUHNYECKUN CNyYaid NalueHTa C HeneppoprpoBaHHbIM 3a-
OHVM NPOXOAOM, MOPOKaMy Pa3BUTUA KUCTK, CTOMbI 1 yxa [3, 4]. YacToTa BCTpeyaemocTun
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KnuHunueckun cnyyam cniapoma TayHca — Bpokca B npakTuke Bpaya-HeoHaTonora

cMHApoma coctaBnsaeT npumepHo 1:238 000 yenoBek, a B MMPOBOI Hay4YHOW iuTepaType
onucaHo okono 200 cnyyaes [5]. CTb pa3BrBaeTca BcieAcTBME reTepo3nroTHbIX MyTauuia
B reHe SALL1, kogupytouwem Sal-like protein 1, npnyem okono NonoBmHblI MyTaLuii Ipounc-
xopAT de novo [5, 6]. ToMUMO OCHOBHOW TpWabl, B KNMHNYECKOW KapTUHE Y NaLneHToB
¢ cnHppomoMm TayHca — bpokca BCTpeuvaloTca u gpyrne aHomanuy pasBuUTUA, Takue Kak
NOPOKM Pa3BUTKA NOYEK, OPraHOB 3PeHNA, KOCTel Yepena, BpoXAeHHble MOpoKM cepaua
(BMNCQ), HapyweHune cnyxa n gpyrue [7-10]. TakTrka neveHna nauymeHTtos ¢ CTb B Kaxgom
OTAENbHOM CilyYyae MHAUBKAYaNbHa N ONpefenAeTca CNeKTPOM BblABAIEHHbIX NOPOKOB
passutna 1, 11].

B LIEJ1Ib PABOTDI
,D,EMOHCTpaLI,VIﬂ 0COBGEHHOCTEN KANHNYECKOW KapTUHbI, ANAarHOCTUKN U NeYeHNA CUH-
Apoma TayHca - BpOKca Ha npumepe KINHN4YeCKoro cjy4dasn.

B KJIMHWYECKOE HABJIIOAEHWE

Manburk B., 8 MecALeB XM3HW, NOCTYNUN B OTAeNIeHNe MHOronpoduibHON AeTCKON
60NbHMLbBI C Uenblo NNaHOBOro ornepaTVBHOro BMellaTeNnbcTBa. V13 aHaMHe3a »KW3Hu
N3BECTHO, UTO pebeHOoK poxfaeH oT 1- 6epeMeHHOCTH, 1-X CBOEBPEMEHHbIX OnepaTnB-
HbIX POZIOB Yy MaTepu 28 fneT Ha cpoke rectauum 39,5 Hegenu. Bo Bpema 6epemeHHOCTU
y XeHLWMHbI Habnoaanca BblpaXXeHHbI TOKCMKO3, NogbeM TemnepaTtypbl Tena go 37 °C,
nnaueHTapHaa HefoCTaTOYHOCTb, ManoBoaue. 1o AaHHbIM YNbTPa3BYKOBbIX CKPMHUHIOB
KaKnx-nnbo HapyLLeHWI CO CTOPOHbI M0Aa BbIABNEHO He 6bino. Pofopa3pelueHrie nytem
KecapeBa ceuyeHUs B CBA3U CO claboCTbio POAOBOW AeATenbHOCTU. Pogunca XmuBomn o-
HOLUEHHbIA ManbuuK ¢ Maccor Tena 3040 r, gnnHom 50 cM, OKPYKHOCTbIO rofiIoBbl 31 cM
1 oueHko no wkane Anrap 8/8 6annos. CoOCToAHWE NPY POXKAEHUN CPefHEN TAXECTH,
06ycnoBneHo yMepeHHbIM CUHLPOMOM YrHETEHWUA LEeHTPanbHOW HEPBHOW CUCTEMbI
(LHC), cuHppomom fbixaTenbHbIX PacCTPONCTB, AblxaTeNbHOW He[oCTaTOMHOCTbIO | cTe-
neHu, oueHKa no wkane Downes 2 6anna. MNpu obuiem ocmoTpe HOBOPOXAEHHOTO 06-
pawany Ha ce6s BHUMaHME MHOXECTBEHHblIe BPOXAEHHbIe MOpPoKU pa3sutua (MBIIP):
aTpesna aHyca, NnonngakTunma obenx KucTen (pa3gBoeHHbIN 6onblion naneu, puc. 1),
MUKPOTUA YLIHbIX PAaKOBMWH, NpeaypuKynAapHbIN NPUBECOK (puUc. 2), rmnocnagmsa ronoBkn
MONOBOrO YneHa, NEBOCTOPOHHUI KpunTopxmn3m. Obpallan Ha ceba BHMMaHME Takxke Me-
KOHeasbHbI XapaKkTep OKOIOMNOAHbIX BOA, YTO NPY aTpe3nin aHyca roBOPUIIO O Hannunm
CBULLEBOM GOPMBI.

Mo paHHbIM 3xokapauorpadum (IxoKr), PyHKUMOHMPOBany deTanbHble cepheyHble
KOMMYHUKaLMW, MpY YNbTPa3ByKOBOM UCCIefOBaHUMN MOYEK MONyY€eHbl NPU3HaKKU ABYCTO-
POHHEN X runonnasum: pasmep npason noykn 32x13x15 mm, neson noukn 30x12x15.
Junypes 3a nepsble CYyTKU XM3HW cocTasun 0,7 Mn/Kr/u.

HecmoTps Ha oTCyTCTBME HEOOXOAMMOCTM B PeCcnMpaToOpHON NoaaepKKe 1 cTabunb-
HOCTb reMoAnHaMMKK pebeHOoK Obln nepeBefeH B OTAeNEeHUe peaHMaLn U UHTEHCKB-
HOW Tepanun HoBopoXxaeHHbIX (OPUTH) ¢ uenbto ganbHelwero HabnoaeHna n obcneno-
BaHWA.

Mpu noctynneHun B OPUTH coctosHme Taxenoe, obycnosneHo MBIP: atpesun
aHyca, ceueBaa Gopma, rmnonnasna NoyveKk C pasBuBLLENCA Ha 3STOM oHe azoTemmen
(KpeaTuHWH 173,4 MKkMonb/n). Takxke NpUCYTCTBOBaNM NPU3HaKkn MHGEKLMOHHOTO TOKCU-
Ko3a 1 cuHapoma yrHeTeHusa LIHC. MNpu komnnekcHom o6cnefoBaHum Obinn BbiABAEHDI
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Puc. 1. MlonngakTnnua (pa3gBoeHHbIl 6onbluon Puc. 2. MukpoTus, npeaypuKynAapHbIil OTPOCTOK
naneu) y pe6eHka B. c cungpomom TayHca - y pe6eHka B. c cungpomom TayHca - Bpokca
Bpokca Fig. 2. Microtia, preauricular process in the child V.
Fig. 1. Polydactyly (forked thumb) in the child V. with Townes - Brocks syndrome

with Townes - Brocks syndrome

NPU3HaKMN YMEPEHHOrO MOBbILIEHUA 3XOreHHOCTW BeLlecTBa rofIOBHOMO MO3ra, KUCTO3-
HOrO BKJIIOYEHUS B MPOEKLMM KayLoTaslaMmmnyeckon 60po3abl Ccrpasa, NOATBEPAUIOCH
YMeHbLLEHWe JINHENHBIX pa3mepoB 0benx noyek ¢ Anddy3HbIMU N3MEHEHUAMU B NMapEH-
xvme. Mo gaHHbIM DxoKT, AnarHoCcTMpoOBaHbl 2 fedeKTa MEXKeNyA0oUYKOBOWN NeperopoaKu
(OAMMXIT) 2 1 3 Mm. B 6roxnMmyeckoM aHanmse KpoBU MOMMMO a30TeMun Habnoganacb
runep6unupybrHemunsa (106,3 MKMONb/1) 3a CYET HEMPAMOW GPaAKLMK, UTO ABMAETCA NPO-
ABNeHneM Gr3NONOrMUECKON XKENTYXM HOBOPOXAEHHDBIX. YoeauTenbHbIX 1abopaTopHbIX
[aHHbIX 3a TeyeHVe UHGEKLMOHHOIO NpoLiecca NoTyYeHo He Bbio.

B cBA3U C HanMuMeMm aTpes3um aHyca y»Ke Ha 2-e CyTKU XM3HU Oblna BbINOfHEHa pas-
JenbHaA KONOCTOMUSA, B XOAe onepauumn ycTaHOBMEH NMPaBOCTOPOHHWIA MHEBMOTOPAKC,
BbINOJIHEHO APEHNPOBaHMe NPaBoW NineBpPasbHON NOMOCTY.

B nocneonepaunoHHOM nepuoge OTMeYaNnCb YacTble CPbIrMBaHUA 3aCTOMHbBIM CO-
OepXXMMbIM, HeYCBaMBaHWE SHTEPASIbHOMO NUTAHWA, CKYAHOE KONTMYECTBO CTysa No CToMe
M OTCYTCTBME ra30B, B CBA3M C YeM Oblnia AVAarHOCTUPOBAHa KMLIEeYHas HEMPOXOAUMOCTb
W Ha 7-e CYTK/ »KU3HU BbINOJSIHEHA PenanapoToOMus, PeBm3ns GPIOLLIHON NOOCTY, aare-
3M0JIM3NC, PEKOHCTPYKLUMA KONOCTOMbI. [lanbHeNWnin nocsieonepauroHHbIn nepuog 6e3
0COBOEHHOCTEN, SHTepasibHOe NUTaHUe GblNI0 MPOJOIKEHO.

B guHamumKke oTMeyanocb HapacTaHue azoTemuun 0 214 MKMOMb/N, B CBA3N C Yem
pebeHOK OblT KOHCYNBTMPOBAH CMeuuancTaMy LeHTPa HeOHaTaNlbHOM Hedponorum u
nepuTOHeanbHOro Ananusa. B ganbHenwem KpeaTvHVH CO CHUXKEHMEM, Temn auypesa C
HapacTaHWeM, OT NPOBEeAEHNA 3aMeCTUTeNIbHOM noyeyHon Tepanun (3MMT) npuHATO pe-
LIeHVe OTKa3aTbCA.
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Mo pe3ynbraTam ayfMoNOrMyeckoro CKpUHMHra oToaKycTuyeckasa smuccusa ¢ obenx
CTOPOH He perncTpupoBanach, 6bina pekomeHgoBaHa KOHCYNbTaLuA Cypaosora.

PebeHOK Obln KOHCYNbTMPOBAH FEHETUKOM, MO KINHUYECKUM JaHHbIM ANAarHOCTUPO-
BaH cnHapom TayHca — Bpokca, 6b110 pekomMeH0BaHO NOMHOEe CEKBEHNPOBaHME 3K30Ma
C NMOWCKOM MyTauun B reHe SALL1 ¢ uenblo fganbHenwero megnKko-reHeTMYeCKoro KOoH-
CYNbTUPOBAHNA CEMbM.

C 19-x cyTOK [0 1 MecAua 5 CYTOK »KM3HN HaXOAMICA Ha BTOPOM 3Tane BbIXaXKUBaHMSA,
nocne yero 661 BbIMMCaH 3 CTaLMOHapa B YAOBETBOPUTENbHOM COCTOAHUM Nof amby-
naTopHoe HabnogeHue.

lNo pe3ynbTatam NOHOMO ayAMoIorMyeckoro obcnenoBaHus, NpoBefeHHOro B Cypao-
NOTMYECKOM LIEHTpPE, BbiAiBNEHa ABYCTOPOHHAA HENPOCEHCOPHAA TYrOyXOCTb, PEKOMEH-
[OBaHO NpoBefeHre Kox1ieapHOM NMNIaHTauuu.

B Bo3pacTe 4 mecAUeB XM3HM MaNbyiK Obl1 NIAHOBO FOCNMTANM3NPOBAH B CTaLMO-
Hap ana obcnefoBaHMA MO NOBOAY rMnoniasnu noyek. Mpy NocTynneHnn ypoBeHb Kpe-
atuHuHa 90,6 MKMOb/N, moyeBUHbI 9,86 MMonb/n. Pa3mepbl noyvek: npaBasa 37x18 mm,
nesas 38x19 MM, B AMHaMVKe C He3HauyuTeslbHbIM yBennyeHnem. ly3bipHO-MoyeTou-
HUKOBBIN pednioKc Obin NCKNIOYEH, CKOPOCTb KIy60oukoBOW ¢uabTpauum cocTaBmia
30 mn/mMunH/1,73Mm?, uTo He TpeboBano nposefeHna 3M1T. Takxe NpuU KOMNNEKCHOM obcne-
[lOBaHUK 6bINO BbIABIEHO NOBbILEHWE TUPEOTPOMNHOIO ropmoHa Ao 100 ME/mn 1 cHuXe-
Hue cBoboaHOro TMpoKcmHa Ao 0,33 Hr/gn. PebeHokK 6bin KOHCYNBTUPOBaH SHAOKPUHOMO-
rom, ANarHOCTMPOBaH MMNOTUPEO3, MO NOBOAY Yero HasHayeH L-TMpOKCMH B JO3MpOBKe
10 MrK/Kr B CyTKW, BPOXAEHHbIA FMNOTMPE03 NPY STOM UCKIoYeH. Manbuuk Obin BbinucaH
13 CTauMoHapa cnycTa 7 CyTOK B yAOBNETBOPUTENIbHOM COCTOAHMNM Nog HabnogeHue ne-
avaTpa, Hedbporora 1 SHLOKPUHOOra No MeCTY KUTENbCTBA.

B Bo3pacTe 8 mecAUeB NOCTynNun B oTaesnieHne AnA BOCCTAHOBNEHUA NPAMON KULWWKH,
nnacTukn aHyca. o pesynbTatam npegonepaurioHHOro obcneioBaHNA NPy BBEAEHUU
PEHTFeHOKOHTPACTHOrO BeLLeCTBa B KONOCTOMY Obin BU3yann3mMpoBaH CBULLEBOW XOf,
MeXAy NPAMON KNLWKOWN 1 NPOMEXHOCTbIO. B xoae onepaummn cBULLEBON XOf, BblAeneH,
B3AT Ha fiepxanku. Mo cauwesomy xogy mobunnsoBaHa NpsAMas KrLKa Ha paccTosHue fo
5 CM, YTO AOCTATOYHO ANA ee HMU3BEeAEHUA Ha MPOMEXHOCTb 6e3 HaTAeHMA. C MOMOLLbIO
3NeKTPOCTUMYNATOPA onpefeNieH LeHTP HapyXHOro aHanbHOro CMHKTepa, pacceyeHa
KoXa. Kniwka H1u3BegeHa Ha NPOMEXHOCTb BHYTPY MbILLEYHOrO KOMMeKca, BOCCTaHOBe-
Ha LeNnoCTHOCTb MbILLIEYHOro KOMMJIeKkca HeopeKTyM. ocne oTceueHnsa Kpasa HU3BeAeH-
HOW KULWWKW NocnegHAA GUKCMPOBaHa Y3/10BbIMU LUIBaMU K KOXeE.

MNMocneonepaunoHHbIN Nepuog 6e3 ocobeHHocTeln. PebeHoK BbinucaH cnycta 18 cyTok
nog ambynatopHoe HabnogeHne cneumnanmcToB ¢ pekomeHaauren NpoBoAUTL BY>Kupo-
BaHMe HeoaHyca 2 pa3a B ieHb. B fanbHelwemM nnaHnpyeTca 3akpbiTMe KONOCTOMbI, hop-
MMPOBaHNEe aHAaCTOMO3a C MPAMON KULLKOWN.

B Bo3pacTe 9 mecAueB cocToAHMe pebeHKa OLEeHMBaEeTCA KaK CTabunbHoe, cpeaHen
CTeneHn TAXKECTU MO OCHOBHOMY 3aboneBaHuio. Pusnyeckoe pa3BuUTME COOTBETCTBYET
daKkTnueckomy Bo3pacTy, Macca Tena pebeHka 9,0 Kr. [lTaHMe NO cxeMaM COOTBETCTBY-
owero Bo3pacrta. OTmMeyaeTca He3HaUUTEeNIbHOE OTCTaBaHVe B HEPBHO-NMCUXNYECKOM pas-
BUTUM: pebeHOK He non3aeT. OcTanibHble MapKepbl COOTBETCTBYIOT BO3PACTY.
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B OBCYXIOEHWE

BnepBble 0 reHeTMYeCKON cocTaBnawLwen cmHapoma TayHca — bpokca npegnonoxmnu
F. Serville et al. B 1993 r,, Korga onucanu knnHudeckun cnydam CTb y naumeHTa c peuu-
NPOKHOW TpaHCoKaLmen € 2 paspbiBaMmy Mexxay 5-11 n 16-n xpomocomamu [12]. Cnycra
Bcero 5 net J. Kohlhase et al. onpegenunu, uto pa3sutre 3abonesaHNA CBA3aHO C MyTa-
umAmKn B reHe SALL1, pacnonoeHHOM Ha gAMHHOM nnede 16-1 xpomocomsl (16q12.1),
TeM cambiM NoAaTBepaAMB npeblgywyto Teoputo [13]. C Tex nop yuyeHble CO BCero Mmpa
CMOF/IN YCTAaHOBUTb, UTo reH SALL1 oTBeTCcTBEHEH 3a GOpPMIMpPOBaHMe CITyXOBOro aHanu3a-
TOpa, YPOpeKTalbHOW NeperopoaKm, MoYeBbIAeNIUTENIbHON CUCTEMbI, NanbLEB BEpXHeNn
KOHEUHOCTW, a TaKXKe ApYrmx OpraHoB 1 CUCTEM, YTO NMOSTHOCTbIO OOBACHAET 0COBEHHOCTU
KNUHUYeCKon KapTuHbl y nauyueHToB ¢ CTb [14]. CuHapom HacnepyeTca No ayTOCOMHO-A0-
MWUHAHTHOMY TWMY, OAHAaKO NPMMEPHO B NOJIOBUHE C/yYaeB pa3BMBAETCA COpaanyecKy,
B pe3ynbraTe myTauuu de novo [1, 2]. B npeacTaBieHHOM KAVHMYECKOM Cllyyae pebeHKy
Ha [laHHbI MOMEHT elle He 6bIIo NPOBeeHO MONEKYNAPHO-TeHETUYeCKoe 1CCieloBa-
HUe C uenbio Nomncka MyTauum B reHe SALLT BBuAYy TOro, Uto faHHbIA BUA AUArHOCTUKN He
BXOAUT B cUCTeMy 06A3aTefIbHOro MeAULIMHCKOIO CTPaxoBaHUA M He BAIMAET Ha TaKTUKY
NeyeHnsa 1 NPOrHos.

Yro e KacaeTca KnuHMYeckon KapTnHbl CTB, Kak y»e 6b1510 cka3aHo paHHee, 3abone-
BaHMe Knaccuyecky onpeaensaeTca XapakTepHoON TPUagon nopaXeHus, KOTOpPYIo TakxKe
Ha3bIBaloT 60MbLINMY KPUTEPUAMM JaHHOTO 3ab6oneBaHuA [1, 2]. NepBbIM TaknM Kprtepu-
eM fAB/IAETCA aTpe3nsa aHyca, KOTopas BCTpeyaeTca NpumepHo B 84% cnyyaeB cCMHAPOMaA
[15]. B HeKoTOpbIX Cinyyasx aTpe3na COMPOBOXAAETCA HaMuMeM PeKTO-ypeTpanbHOro
U peKTo-BarnHanbHOro ceuia [2, 16]. B onucaHHOM KNMHUYECKOM Cilyvae y MasibumKa
B. npucyTcTBoBana ceuuieBas popma aTpesnm aHyca, UTo 6bII0 MAarHOCTMPOBAHO elle B
poaubHOM 3ane B CBA3M C MEKOHEeasIbHbIM XapaKTepoM OKOMOMIOAHbIX BOA 1 NoaTBep-
OWNoChb B fanbHewem Npy NpoBefeHnmn npeaonepaunoHHoro obcnefoBaHna. Bropbim
GONbLIMM KpUTEPMEM ABAAIOTCA Pa3fiMyHble aHOManum GonblIOro nanbla KUCTU: Mo-
NUAAKTUNNA, Pa3aBOEHHbIN UK TpexdanaHroBbil 60NbLION Naney 1 Apyrve BapuaHTbl
[2, 16]. YacToTa BCTpeUYaeMOCTV NOPOKOB Pa3BUTUSA 6ONbLIOro Nasibua Npu cuHapome Ta-
yHca — bpokca coctaBnset 89% [15]. Y pebeHKa 13 ONUCAaHHOrO KIIMHUYECKOro ciyyas
6onbLure nanbLbl 06enx Kuctel 6bi1r pa3gBoeHbl. TpeTUit KpUTEpPUIn — aHOManUM yLWHoM
PaKOBVHbI 1 CIlyXOBOFO aHann3aTopa, KoTopble MOryT 6bITb NpefcTaBieHbl MUKPOTUEN,
aHOTMeN, HanMunemM npeaypuKynAapHbIX METOK, areHe3ren yNnTkn 1 BbiaBnatoTca y 87%
nauuneHToB. Takxe Hepepako y getert ¢ CTb gmarHoCTUpyeTca TyroyxocCTb, KOTopas ualle
Knaccubuumpyetcs Kak HelpoceHcopHas [7, 15-17]. B npefcTaBneHHOM KJIMHUYECKOM
cnyvae y pebeHKa NpUCyTCTBOBasa MUKPOTUA, NpeaypuKynsapHbIA NPUBECOK, a TakKe MNo-
Cfle nonHoueHHoro obcnenoBaHuA y cypaosnora 6bila AMarHoCcTMpoBaHa ABYCTOPOHHASA
HelNpoCceHCOpHas TYroyxocTb. Takum obpa3om, y Masiburka NprucyTcTBOBanu Bce 3 60sb-
LUINX KPUTEPWA, YTO MO3BOMMIIO BbICTaBUTb KIMHUYECKNA AMarHo3 — cMHApom TayHca —
bpokca.

lNMoMMMO OCHOBHOW TpMazbl BPOXKAEHHbIX MOPOKOB Pa3BUTUA CyllecTByeT 6osbluoe
KONMYECTBO AOMONHUTENbHbBIX KNNHUYECKUX NPOABAEHUN, KOTOPble NPUHATO Ha3blBaTb
ManbiMn KpUTepUAMU. K HUM OTHOCATCA pasnuyHbie aHOManun MoOYeBbIBOAALLEN CUCTe-
Mbl (42%), nonoBbix opraHoB (36%), opraHoB 3peHus (10%), cepaevHo-cocyamncTom (25%)
1 OMOPHO-ABUraTenbHomn cnctemsl (52%) [15, 20].
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CpaBHUTeNIbHaA XapaKTepucTnKa KNMHNYEeCKUX NpoABneHnin cuiapoma TayHca — Bpokca
y nccnepyemoro pe6eHka u AaHHbIX nuTepaTtypbl [2, 7-10, 15-18]
Comparative characteristics of clinical manifestations of Townes — Brocks syndrome in the studied
child and in literature data [2, 7-10, 15-18]

Bupg aHomanumn

JluteparypHble faHHble

KnuHuveckne npoasnexnns
y manbumka B.

Bonbune Kputepun

HoW obnactn

AHOManumn aHopeKkTanb-

ATpesuis aHyca, CBULLW, aHaNbHbI CTEHO3,
OUCTONMA aHyca

ATpesus aHyca, PeKTO-NPOMEXHOCT-
HbI CBULL,

AHOManuMn KOHe4YHo-
cTen

MpeakcnanbHaa NONNAAKTUINSA, Pa3fBo-
EHHbI 1nn TpexdpanaHrosblin 60bLWwoN
nanew, runonnacTuyecknii 6onbluon nanew,
CUHAAKTUANA NabLeB Hor, agedpopmaums
WJIN OTCYTCTBIME KOCTE 3anAcTba U npeg-
MIIOCHbI

Pa3gBoeHHbIN 6osbLUIO Naney

AHoManuu yxa

MI/IKpOTI/Iﬂ, aHOTUA, NpeaypukynapHble
npuBeckn, Ancnnasna ywHbIX PaKOBUH,
norepsa cnyxa

MuKpoTVA, NpeaypyKynApHbIiA Npu-
BECOK, HEPOCEHCOPHAA TYroyXoCTb

Manble Kputepumn

AHOManuMn Mmouesblae-
NINTENIbHOW CUCTEMDI

IMy3bIPHO-MOYETOUHNKOBDIN pedtoKc,
runonnasua/gucnnasvs/areHesns novex,
KnanaH 3agHen ypeTpbl

[1ByCTOPOHHSAA rnonnasus rnouvex,
XpOHUYecKasn 60ne3Hb NoYeK, CKo-
pocTb KNy6oukoBol dbunsTpauum
30 mn/mMuH/1,73 m?

AHOManum nosoBbix
opraHoB

KpunTtopxusm, runocnaaua, annasus ena-
ranuviia, pasgBoeHHas MaTka, pa3aBOeHHas
MOLUOHKA

ORHOCTOPOHHUI KPUMTOPXM3M, M-
nocnaausa ronoBKm NOIOBOrO YsieHa

AHOManUM opraHos
3peHus

ATpoduA 3pnTENIbHOTO HEPBa, BPOXKAEHHaA
KaTapaKTa, MUKpopTanbmus, Konoboma
pagyHoi 06010uKHY, NMOYNbOapHbIN aep-
MOWA, HapYLLEeHNA MHHepPBaLMK rnasa

AHOManun ceppeyHo-
COCYAUNCTOW CUCTEMbI

[NedpeKTbl MexnpeacepiHON 1 MeXKeny-
[I0O4KOBOW NMeperopofok, aTpesna KnanaHa
NeroyHon apTepum, obLMii apTepranbHbIi
cTBon, TeTpapa Manno, oTKPbITbIA apTepu-
anbHbIN NPOTOK

2 fedeKTa MeX>KenyjouKoBoI nepe-
ropoaku 2 n 3 mm

AHOManuu onopHo-
[iBUraTesibHON CUCTEMbI

BanbrycHble 1 BapycHble fedpopmaLiym cton,
NM0CKOCTONMNE, KPAaHNOCHHOCTO3

[pyrvie npossnexHus

OTcTaBaHuve B NCNXOMOTOPHOM pa3BuUTUN,
3aieprKKa pocCTa, napanny YyepenHo-mMo3ro-
BbIX HEPBOB, NTMNOTNPEO3

MMNOTNPEOo3, MeANKAMEHTO3HO KOM-
NEeHCMPOBaHHbIN, HE3HaUMTENbHas
3afiep>KKa HePBHO-NCUXMYECKOTO
passuTus

B Tabnuvue npepcTaBneHbl KIVHUYECK/E MPOABNeHNa cnHapoma TayHca — Bbpokca,
OMMCaHHbIE B MPOBOI HAayYHOW NINTepaType, a TakxKe HabnogaemMble y HaLLEro nayueHTa.

Takum 06pa3om, y pebeHKa NPUCYTCTBOBANN NPAKTUYECKU BCE KIIMHUYECKNEe KpuTe-
pvun cnHgpoma TayHca — bpokca, Kpome aHOManuin ONOPHO-ABUraTeNIbHON CUCTEMbI 1
OpraHoB 3peHus.

OnarHoctuka cmHppoma TayHca — Bbpokca OCHOBbIBAeTCA Ha AAaHHbIX KAWHMYECKUX
NPOABAEHUN, NHCTPYMEHTASIbHbIX METOAOB UCCefOBaHNUA, @ TakXKe reHeTUYecKkoro nc-
cnefoBaHMA C NMoMCKoM MyTaumid B reHe SALLT n Bo Bcex cnyvasax TpebyeT MynbTmamc-
uunarHapHoro nogxopa [1, 4, 191. Mpwu oTCyTCTBMM BO3MOXHOCTU NPOBEAEHMA reHeTYe-
CKOrO NCCNIefOBaHMA, MO AaHHbIM 3apy6eXHbIX aBTOPOB, JOCTAaTOUHO HANIMUMA Y NaLMeHTa
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2 6onblumMx KAUHWYeCKUX KpuTepues [16]. B npeactaBneHHoMm ciyyae [AuarHos
Masibumnky B. 6bin ycTaHOBNEH Ha OCHOBaHMM Hanmuma 3 60bWnX U 3 ManbIx KpUTepues
cuHgpoma TayHca — bpokca. B cBA3M € OTCyTCTBUEM MOXOXUX aHOMaNWI y 61n3Kmx pog-
CTBEHHWKOB MNauneHTa 3aboneBaHne, BEPOATHO, MOXHO CUMTaThb CNopagnyecKknm, ogHa-
KO poauTenam manburka Obl10 peKOMeH0BaHO reHeTUYeCKoe KOHCYbTUPOBaHMe Npu
JanbHelweM NnaHNpoBaHUy bepemMeHHOCTU.

B npouecce gnarHoctnkmn CTb BaXxHO MCKNOUUTL ApYrie CUHAPOMbI, MPOABAAIOLMECA
MHOEeCTBEHHbIMW BPOXAEHHbIMU MOPOKaMM Pa3BUTUA, Takme Kak accouymnauma VACTERL,
cmHapom fonbaeHxapa U CMHAPOM Koluaybero rnasa [19]. OTcyTcTBMe XxapaKkTepHbIX Kiu-
HUYECKMX NPOABNEHMIA, @ TaKXe Hannuue 6onblioro Konnyectsa kputepues CTB y manb-
ynka B. no3BonMAN NCKNIOYNTL faHHbIE CUHAPOMbI.

JleueHne cuHgpoma TayHca — BpokKca, Kak MpaBuno, HOCUT CUMNTOMATUYECKUIA Xa-
paKkTep v onpefenaeTca UCXOAA U3 NPUCYTCTBYIOLMX MOPOKOB Pa3BUTUA Y KOHKPETHOrO
nauuneHTa [4, 19]. ATpe3una aHyca ABAAETCA XN3HEYrpoOXKaloLM COCTOAHMEM, B CBA3N C
Yyem BOCCTaHOBMIEHME TPaH3MTa NULLX NO KULWIEYHUKY AO/MKHO MPOBOANTLCA YXKe B nep-
Bble [IHM XM3HW pebeHKa. BpoxaeHHble MOPOKM cepAaua U noyek MOryT npuBoanTb K
pe3Kon fJeKoMNeHcaunmy COCTOAHNA HOBOPOXKAEHHbIX AieTel, B CBA3UN C Yem TpebyioT aK-
TUBHOW TepaneBTMYeckon TakTnky [15, 19]. ipyrne nopoku pa3smTrua oObIYHO He npu-
BOAAT K YPreHTHbIM COCTOAHMAM, B CBA3U C YeM MOTYyT ObiTb KOMMEHCUPOBaHbI MO3Xe
[15, 19, 20]. ManbuuKy B. nepBoe onepatnBHoe BMeLLaTeNbCTBO ObIIO NPOBEAEHO Ha 2-e
CYTKM XKM3HW, YTO 6b110 0OYCNIOBNEHO HEOOXOAMMOCTbIO BbIBE,EHMA KOIOCTOMbI B CBA3Y
C OTCYTCTBMEM aHanbHOro oTBepcTUA. Ha AaHHbIi MOMeHT pebeHKy 6bin cpopmmpoBaH
HeoaHyc, a B GyayllueM MnaHMpyeTcA 3aKkpblTve Konoctombl. Hanvume runonnasum no-
yeK CTano MPUYMHOWN Bblpa)KEHHOWN a30TeMMK Cpasy Nnocsie PoXKAeHWA, O4HAKO B CBA3N
CO CHVXeHMeM nokasaTesienl KpeaTMHMHA U MOYEBUHbI, @ TaKXe AONYCTUMOW CKOPOCTbIO
KnyboukoBow punbTpaLmmn B AnHaMmKe oT nposefeHua 3MNT 6bino NPUHATO peLleHre oT-
Ka3saTbcA. B Bo3pacTe 4 mecaAueB y pebeHKa AnarHOCTUPOBaH rMnoTMPeos, KOTOPbIN, Mo
BCel BEPOATHOCTY, ABMAETCA OLHUM U3 PeAKuX KNnHndeckux npoasneHunsa CTb 1 6bin Ky-
NMpoBaH nprvemom L-TupokcuHa. [ipyrme nopoku pasBuTUA, aHOManmm, a Tak»ke naTono-
rmyeckme COCTOAHNA He NPeaCcTaBaAnN Yrpo3bl A8 KU3HW, B CBA3M C YeM KOpPpPeKLMA KX
6blna oTnoXkeHa. HesHaunTeslbHOe OTCTaBaHNe B HEPBHO-NMCUXMYECKOM Pa3BUTUN CKopee
CBA3aHO C NepeHeCceHHON rMMnoKCcMen Npu poXKAEeHUM N NPOBEAEHHBIMY OnepaunaMn B
HeoHaTasIbHOM 1 paHHeM AeTCKOM BO3pacTe.

MporHo3 y pgeten ¢ cuHgpomom TayHca — bpokca siBnAetca BapuabenbHbIM 1 onpe-
OenaeTca KOHKPETHbIMU KINHUYECKMU NPOABNEHNAMMU, A TakKxKe CTENEeHbIo NX KOMMeH-
cauymm [20]. Y manbumka B. B cBA3M C BbICOKOWN NPUBEPKEHHOCTBIO poauTenei K Heobxo-
OVIMOMY NTeUEHMI0 MPOrHO3 AJA XKM3HU OTHOCUTENbHO 61aroNPUATHBIN, OfHAKO KauecTBo
XM3HU OyaeT 3HaUMTENbHO CHUXeHO. B 6yayliem pebeHKy MoXeT NoHagobuTbcA TpaHC-
naaHTaumnA NOYKKN B CBA3W C ABYCTOPOHHEN rMnomnnasmei, a Takke KoxneapHasa nMnnaH-
TauuA B CBA3U C HEMPOCEHCOPHON TYroyXoCTblo.

B 3AK/THOYEHUE

CrvHppom TayHca — Bpokca NoM1MO OCHOBHOW Tprafbl, COCTOALLEN U3 aTpe3nn aHyca,
aHOManuin KNCTU 1 YLLIHOWM PakOBWHbI, YaCTO BKJIOUAET 1 ApYrve NnopoKmn pa3BuUTKs, Takme
kak OMMI, rmnonnasmsa nouyek, KPUNTOPXU3M, FMNOCNafMA FOMOBKW MOSIOBOrO YjeHa.
JunarHocTmka yacto TpebyeT reHeTUYeCcKoro NOATBEPXKAEHNA, OQHAKO MNPV XapaKTepHOW
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KnuHunueckun cnyyam cniapoma TayHca — Bpokca B npakTuke Bpaya-HeoHaTonora

KINMHNYECKOWN KapTuHE C HaNnMumeM Kak 60MbLLMX, TaK U MaNbIX KPUTEPUEB CUHAPOM MOXET
ObITb YCTAaHOBMEH 1 HAa OCHOBAHMWM TONBbKO KIIMHNYECKMX AaHHbIX. Hannune gononHutens-
HbIX aHOManui TpebyeT NprBNeYeHNA CNeLnanncToB pa3nnyHbIx obnacten meguLuHbI.

ATpes3na aHyca 1 OCTpOe NoYeyHoe NoBpeXaeHne B CBA3N C aHOMaNMAMM NoYeK AB-
NATCA XKU3HEYTPOXKAOLWUMN COCTOAHNAMY, B CBA3U C YeM TpebyloT Kak MOXXHO 6onee
6bICTPON KOppeKL MU U HabnoaeHUsA. [lpyrve NOpoKM pa3BUTUA, TakMe Kak MUKPOTUA, No-
NNAAKTUNNA, HEKPUTUYECKUE MOPOKN CePALIA U aHOMaNUM NOJSIOBbIX OPraHoB, He TpebyioT
CPOYHOrO JIeYeHMA N MOTYT BbITb CKOPPEKTUPOBaHbI B 6oiee No3gHEM Bo3pacTe.

O6pallaem TakxKe BHUMaHME KNTUHULMCTOB, YTO Y ieTel C cMHApoMoM TayHca — bpok-
Ca HepefKO BCTPeYaTCA aHOMaNMM Pas3BUTMA NOYeK N cepaua, YTo obycioBNUBaET He-
06X04MMOCTb KOMMJIEKCHOIO 06CNeoBaHNA HOBOPOXKAEHHDIX fieTel C aHaNbHOW aTpe3un-
en, nonngakTuanen n gucnniasmen opraHoB ciyxa.
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Pesiome

BbonesHb KywwnHra (BK) — 3TO HeMpo3HOOKPUHHAA NaTonorus, obyCnoBAEHHAs XPOHU-
yeckol rMnepnpoayKuuen afgpeHOKOPTUKOTPOMHOIO rOPMOHa OMyXosbio rnnodusa u
FNIIOKOKOPTUKOWAHbBIX FOPMOHOB KOPOW Hagno4vye4yHnKoB. bonesHb KylwnHra agnaetca op-
dbaHHbIM MynbTUCMCTEMHBIM 3a60n1eBaHmeM ¢ YacToToi 0,89-1 cnyyait Ha 1 MIH JeTCKOro
HaceneHus B rofl. KnuHnyeckasa KapTuHa 6onesHu KyluunHra y geteil MMeeT BblpaXKeHHble
BO3PAaCTHble OT/IMUKMA: OCHOBHbIE NMPU3HAKYM BKIOYAIOT ObICTPYIO0 NprbaBKy mMacchl Tena,
3aflePKKy poCTa U MonoBoro pas3sutva. [AnarHocTrka 3aboneBaHus 3aTpyaHeHa 13-3a
HUW3KOW PacrnpoCTPaHEHHOCTN U MOCTENEHHOrO Pa3BUTUA CMMMTOMOB, UTO yBeNnn4mBaeT
Bpemsa OO NOCTaHOBKM AuarHo3a. PaccmoTpeH KnunHuveckun cnydanm 15-netHero manb-
uMKa C Nporpeccupylowmnm ysenmyeHmem maccol tTena Ha 30 Kr 3a 1,5 roga, nsmeHeHnem
BHELUHEro Buaa, apTepuranbHON runepreHsmnein. uarHocTka noaTBep»xaeHa labopartop-
HbIMW TECTaMV 1 MarHUTHO-PEe30HaHCHOW Tomorpaduein runodusa.

KnioueBble cnoBa: 60ne3Hb KylinHra, etm, AnarHocTka, rmnepKopTuLm3m, KnvHmye-
CKMe CMMNTOMblI
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[narHoctnyeckme xapaktepmncTmku 6onesHmn KywnHra y getein Ha npymMepe KMHUYEeCKoro ciydas
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Abstract

Cushing’s disease is a neuroendocrine pathology due to the chronic hyperproduction of
adrenocorticotropic hormone by a pituitary tumor and glucocorticoid hormones by the
adrenal cortex. Cushing’s disease is an orphan multisystem disease with an incidence of
0.89-1 per 1 million children per year. The clinical presentation of Cushing’s disease in
children has obvious age-related differences: the main signs include rapid weight gain,
growth retardation, and delayed puberty. Cushing’s disease diagnosis is challenging and
leading to delays due to its low incidence and the gradual onset of symptoms. The clinical
case report describes a 15-year-old boy who experienced a progressive weight gain of
30 kg per 1.5 years, changes in appearance, and arterial hypertension. The diagnosis was
confirmed by laboratory tests and magnetic resonance imaging of the pituitary gland.
Keywords: Cushing’s disease, children, diagnostics, hypercortisolism, clinical sings

B BBEJAEHWE

bonesHb KywuHra (BK) — 310 HeMpoO3HAOKPUHHAA MaTosorus, o6yCc/IoBNEHHas XPo-
HUYECKON rmnepnpoayKuren agpeHoOKOPTUKOTponHoro ropmoHa (AKTI) onyxonbto ru-
noduza u rMOKOKOPTUKONIHbIX TOPMOHOB KOPOI HagMmo4YeuyHKoB. AfjeHoMma runodmsa,
npopyunpytowas AKTI, anaetca npnumHon 75-80% ciyyaeB SHOOreHHOro CMHAPOMa
Kywwunra (CK) y geteii [1] 1 yalye BCTpeyaeTcs y ManburkoB (63% Bcex cyiyyaeB) ¢ febto-
ToM cTapuwe 5 net [2, 3]. 3a6oneBaemocTb bK y petein Hu3Kas (0,89-1 Ha 1 MNH geTcKko-
ro HaceneHua B roa) [4] n coctaBnAeT oKoso 5% OT SHAOreHHOro rnunepkopTuumnama (MK)
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y B3pocibixX [5]. KnHuYeckme cumntombl 3ab60eBaHnA B JETCKOM BO3pacTe OT/MYaloT-
€A MO YacToTe BCTPEYAEMOCTUN 1 CTEMEHU BbIPAXKEHHOCTW. DTO onpeaenaeT 0CO6eHHOCTH
AnarHocTukmn BK y geten n Heob6xogMMOCTb 06s3aTeNlbHOro 06CNefoBaHNA NPY coveTa-
HUMN NPOrPeCcCUpPYIoLLEero YBeanYeHNA Macchl Tena 1 3afepKu pocTa.

B KITVMHUYECKUI CNTYYAN

Beuay peakow BcTpevaemocTtn BK B neguatpumyeckoli npaktuke NnprBoaUM COOCTBEH-
Hoe HabnofeHNe C Lenbio BblAeneHnaA XapaKTepPHbIX 0COHEHHOCTEN KNMHNYECKON KapTu-
Hbl AKTT-3aBrncrmoro sHgoreHHoro MKy pebeHka u onpefeneHuns TakTUKM 06cneoBaHuA.

NaunenT ., 15 net, HanpaBneH B Negmatpuyeckoe otgeneHve N2 3 (SHAOKPMHOMO-
rnyeckoe) 2-n IAKB r. MnHcKa ¢ »kanobamm yckopeHHyo npubaBky Maccbl Tena (okono
30 kr/1,5 roga), U3MeHeHne BHeLIHero B1aa, «yHoobpa3Hoe NnLo», 3Nn3oabl NoBblLle-
HWA apTepuanbHoro aasneHna (ALl) oo 140/80, annu3ogmyeckn XnNaKnn cTyn.

Mo paHHbIM NUTepaTypbl, Hanbonee pacnpPOCTPAHEHHbIM «KNACCUYECKUMY» KINHU-
yecknm cumntoMom BK y pneTen aBnaeTcA n3meHeHue BHellHero Buga v Gbopmbl nuua
(B 63-100% cnyyaeB), KOTOpOe onpefenaeTca Npu nsyyeHun dotorpaduin pasHbix nepu-
Of0B XM3HU pebeHKa [1, 6, 7]. MNepepacnpeneneHne XMPOBOIN TKaHN B BUCOUHbIX AMKax
 wekax («nyHoobpasHoe NnLo») HepeaKo Bbi3biBaeT 6€CMOKONCTBO CO CTOPOHbI NaLneH-
TOB 1 poguTenein, Ho Npu MaHndecTaunm 3aboneBaHNA MOXeT OblITb HEJOCTaTOUYHO Bblpa-
YKEHHbIM 1 YaCTO He pacLEeHMBAETCA BPAYOM OOLLEN NPAKTUKM UK NeanaTpoOM Kak naTo-
norvyeckoe, NPUBOAA K YBENNYEHWNIO MPOAOIMKUTENBHOCTN MeXay NOABMEHNEM NepBbIX
CUMNTOMOB W NMOCTAaHOBKOWM AmarHo3a ot 2,5 (0,3-6,6) [1] no 3 (0,25-7) net [8].

AHaMHe3 XM3HW: MaNbymK OT 1-i HOpMasibHO NpoTeKaBLIen 6epeMeHHOCTH, 1-X Cpou-
HbIX pofoB ¢ maccon 3560 r, pocTom 54 cm. PaHHUMIN NOCTHaTaNbHbIA NepPUOA NpoTeKan
6e3 ocobeHHOCTel. PebeHOK nepeHec BeTPAHYH OCMy, OCTPYI0 MHEBMOHWIO, KOBUAHYIO 1
B3B-mHbeKUuio, ocTpble pecnmpaTopHble 3a6osieBaHNs, B 9 neT NpoBefeHo onepaTnBHOe
nevyeHve No NOBOAY BapuKoLene cnesa, B 14 net 10 mecALeB — rpbikeceyeHne nynovyHom
rpbikn. Habnioganca no noBogy XpoHMYecKoro ToH3mnnuTa. lNpu ocmoTtpe negmatpa B
15 net pebeHKy yCTaHOBNEH AMarHO3 apTepuanbHOM rMnepTeH3nm (NpeanonoXnTenbHO
SHAOKPUHHOIO reHe3a), MHOXeCTBEHHbIX MUTMEHTHbIX HEBYCOB, TPEMOPA PYK HEYTOYHEH-
HOro reHesa. [MayneHT He MeNn HacNefCTBEHHOWM OTAMOLWEHHOCTU MO SHAOKPMHOMATUAM.
Lieneson mexxpoantenbckum poct coctaBun 184,7+12,0 cm (+1,12 SDS).

AHamHe3 3aboneBaHuA: y Manbuuka ¢ 12,5-neTHero Bo3pacta OTMeUeHbl Nporpeccu-
pytoLian npubaska Macchl Tefla Co CKOpocTbio 1-2 Kr B MecAL, (okono 20 Kr B rof) Npu oT-
CYTCTBUWN M3MEHEHNIN KONINYEeCTBa, KayeCcTBa U KanopunHOCTV NPUHMMAEMON NLLN, APO-
XaHue KucTen pyk. B 14 net 4 mecaua pebeHok 6bin o6cneoBaH ambynaTopHo No Mecty
Xutenbctea u B ['Y «Pecnyb6nvKaHCKWi LEHTP MeAULIMHCKON peabunuTaumm n 6anbHeone-
YyeHwus». Mpn obpaLLeHnn poct coctasmn 176 cm (+1,34 SDS), macca Tena 65 kr (+0,97 SDS),
nHaekcmaccbliTena (MMT) 21,0 kr/m? (+0,64 SDS). PocT, macca tena, UMT naumeHTa oLeHeHbI
C MCMONb30BaHNEM KpUTepuraA CTaHAAPTHOIO OTKNOHEHUA OT CpefHero 3HauyeHnA ans Bo3-
pacTau nona (standard deviation score, SDS) cornacHo cTaHgapTam BcemmpHo opraHm3sa-
uum 3gpasooxpaHeHua (BO3) [9]. Onpegenena IV ctagua nybeprtaTa no TaHHepy. [inarHo-
CTUPOBaH N36bITOK KMPOBOW Macchl (BMoumnesaHCHbIM METOAOM), BbIABNEHbI YBenye-
Hue YpoBHe remornobrHa 1 reMaTtokpuTa, runepuHcynuHemus (nHcynux 27,8 MkME/gn,
pedepeHcHble 3HayeHua 2,7-10,4), NOBbIWEHHbI WHAEKC WHCYNMHOPE3UCTEHTHOCTU
HOMA (6,5 npun pedepeHCHbIX 3HaYeHNAX 4O 2,7) N HOpMaibHble MOKa3aTenn roKo3bl
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KPOBW U rMKMpoBaHHoro remornobuHa (HbA1c) (5,2 mmonb/n n 5,6% COOTBETCTBEHHO).
YpoBHU TpeoTponHoro ropmoHa (TTl) n cesoboaHoro TMpokcuHa (T4CB.) UMenn HU3KO
HOpManbHble 3HaYeHUA. DHOOKPUHONOIOM Obiny AaHbl peKkoMeHAauuy No MUTaHWIo U
NUTbEBOMY PeXmnmy, Ha3HaueH OCMOTP Yepes 6 MecALeB.

B npepncrtaBneHHom cnyyae obpallaeT BHUMaHME HECOOTBETCTBUE BbIPaXeHHOMN -
NEePUHCYNMHEMUN 1 MOBbILEHHOrO NHAEKCa UHCYNIMHOPE3NCTEHTHOCTM Ha GOoHe oTCyT-
cTBUA 136bITKa Macchl Tena. Mpu BK runepkoptuumnam cnocobCTBYeET rmnepramkeMumn 1
CHWXKaeT TONepaHTHOCTb K YrneBofdaMm 3a CYeT yBeNMYeHUA NPOoAYKUMKY TOKO3bl neve-
HbIO Y CHUXKEHWA YCBOEHNWA 1 MCMOJIb30BaHWA MMI0KO3bl Nepudepuryecknmy TkaHamm [10].
Beta-knetkn nomxenygouHow »enesbl 06nafatoT rMIOKOKOPTUKOVAHbBIMI peLentopamu,
KOTOpble BbI3bIBaOT ANCPYHKLMIO BeTa-KNETOK M CHUMAIOT YYBCTBUTENBHOCTb K HCYNINHY
[11]. 36bITOK rMIOKOKOPTUKOMAOB NPUBOAMUT K COCTOAHMIO PE3NCTEHTHOCTU K MHCYNINHY,
KOTOpOE B COYETaHUN C HapyLUEHVEM CeKPEeLIMM MHCYIIMHA MOXET NPUBOANTb K MaHUde-
CTauum caxapHoro agnabeta [12].

XpoHuuecknii [K Bbi3biBaeT yMeHbLUEHME CKOPOCTY POCTa Ha GOHe NpoaosKatoLLencs
natonormyeckomn nprnbaskmu Maccol Tena. Hu3kopocnocTb guarHoctupyetca 42-56% cny-
yaesB [2, 5], Npy 3TOM CKOPOCTb POCTa pPe3Ko CHWKeHa [1, 6, 7, 13]. KOCTHbI BO3pacT Yacto
OTCTaeT OT XPOHONOrMYECKOro Ha MOMEHT NOCTaHOBKW AnarHo3a [14]. XapaKTepHbl aH-
TponomeTpuueckuin deHomeH npu bBKy geten — 310 HecooTBeTcTBME Mexay SDS pocTa u
SDS UIMT [6, 13], KoTOpoe OTCYTCTBYeT y NaLUEHTOB C alMMEHTapPHbIM OXMPEeHNeM, Npu
OaHHow natonorun SDS pocTta 06bI4HO Bbilwe cpeaHero [15].

B TeueHne nocnepytolero nonyrofa nauneHT [l. npnbasumn gononHUTeNnbHo 15 Kr mac-
Cbl, NOABWUNCH »Kanobbl Ha YTOMIAEMOCTb, HapyLUEHNE CHa, MOBbILLEHWE CUCTONINYECKOTO
ALl no 150 Mm pT. CT.

Mpu ambynatopHom obpalyeHnm B Bo3pacTe 14 neT 9 mecAueB pocT pebeHKa 176 cm
(+0,98 SDS), macca Tena 80 kr (+1,83 SDS), UMT 25,8 kr/m? (+1,8 SDS). CkopocTb pocTa co-
cTtaBuna 0 cm 3a 6 mecsALeB. [pu KNMHNYECKOM OCMOTpe 1 aHanu3e doTorpaduin pebeHka
3a npeguwecTBylowme 4 roga *n3HM YyCTaHOBNEHO NepepacnpeaeneHne >XNPOoBON TKaHN
no abJoMUHaNbHOMY TUMY, ee OTNOXKEHWE Ha rpyan 1 XnBoTe, GOPMUPOBAHME XKUPOBbIX
nogyLwek B obnactu VIl wenHoro no3BoHKa, «yHoo6pa3Horo nuuay, NoABAeHME PO30BbIX
CTpWIA Ha BHYTpeHHel nosepxHocTn begep n arogmuax. ALl 135/80 mm pT. cT. Cragua ny-
6epTata 4 no TaHHepy (OTCYTCTBUE NPOrpeccum NosoBOro pas3BuTUA 3a 6 MecaLles nocne
npepblayLiero ocmoTpa). NpeaBapuTenbHbIA KNMHUYECKUI AMarHo3: n3bbIToK Macchl Tena
(UMT 25,8 kr/m?, nporpeccus), 0CNoXHeHHbIA. HCcynuHope3ncTeHTHoCTb. MMnepKopTu-
LUU3M, NPeAnoNoOXNUTENIbHO LEHTPANIbHOrO reHesa. KOHCTUTYLUOHanbHaA BblCOKOPOC-
noctb. ApTepuanbHasa rmnepTeH3na SHOOKPUHHOrO reHesa? PebeHok 6Gbin obcnepoBaH
COMMacHO KANMHNYECKOMY MPOTOKONY ANArHOCTUKK U leYeHNA NaLMeHTOB C SHAOKPUHO-
nornyeckrmmn 3aboneBaHuAMU (geTckoe HaceneHue) (noctaHoneHve MwuHWMCTepCTBa
3apaBooxpaHeHusa Pecnybnuku benapycb N2 90 ot 23.08.2019).

NabopaTtopHyto anarHocTmKy BK moxHo pasgenutb Ha 3 3Tana. MepBbiM 3Tanom npo-
BOAAT noaTeepxaeHue MK cnegyowymm metogamum: NCCrefoBaHme CYyTOYHOM IKCKpeLnn
cBO6OHOrO KOPTMU30s1a C MOYOW; onpefeneHne KOHLEHTpau CBO60AHOro KopTU3ona B
obpasLie cntoHbl, cobpaHHON NauneHToM B 23:00; nccnefoBaHe LMPKagHOCTA NPOAYyK-
uuun Koptusona (ypoBeHb KopTu3ona B Kposu B 8:00 1 23:00). B Hopme yTpeHHMIA NOKa3a-
Tesb KopTu3ona 6onee yeM Ha 50% Bblle BEYEPHETO.
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Mpu npoBeaeHMn Manoi Npobbl C AekcaMeTasoHOM (HOYHOW AeKCameTa3OHOBbIN
TecT) onpefenaAlT YpoBeHb KOPTN30Ma B CbIBOPOTKe Kposu B 8:00 yTpa nocne npvema
1 Mr npenapata B 23:00, B HOpMe ero nokasaresib He npesbiwaeT 50 HMonb/n (B oTBeET
Ha BBeAeHUe 3K30reHHbIX MMIKOKOPTUKOMZOB MO NPUHLUMMY oTpuUaTeNnibHoi o6paTHON
CBA3M NpoucxoguT nogasneHme cekpeuunmn AKTI n kopTrnsona). B cBA3M € BbICOKOM Bapua-
6enbHOCTbI0 GPM3NONOrMYecKom cekpeLnn KOpT3ona PeKOMEHAYETCA UCMONb30BaThb Kak
MWHUMYM AiBa TecTa nepBoro 3tana [3, 16].

[opMOHanbHble UccnefoBaHWA BbINMOHEHbI METOAAMU UMMYHObEPMEHTHOIO aHanu-
3a U pagnoMMMYHHOro aHanm3a (aBTomatmyeckan cuctema COBAS 6000 n STRATEG 300
COOTBETCTBEHHO). YPOBHW FOPMOHOB (HaTOLaK) nauueHTa npeacTasneHbl B Tabn. 1. Mpu
nabopaTopHOM MUCCNeAoBaHUN BbIABEHbI HOPMasibHble KOHLEHTpauuM KopTusona B
YTPEHHMe Yacbl, OAHAKO OTMEeYEeHbl HapyLUeHNA LMPKAJHOrO pUTMa ero cekpeuumn (aBy-
KpaTHO) — MOBbILLEHNE KOHLIEHTPaL MU KopTu3osa B Npobax CNtoHbl, cobpaHHbix B 23:00
C BPEMEHHbIM UHTEPBaNom B 2 Hefilenun. YCTaHOBNEHO YBeNnyYeHne YpoBHA cBOOGOAHOro
KOpPTM30Ma B CyTOYHOWM MoYe Npu TpeXKpaTHOM cbope aHanu3a B TeueHvie Hegenu. Takum
ob6pa3om, Mo pe3ysbTaTam TPex TeCTOB Y NauuneHTa 6bin NoaTBepKAEH SHAOreHHbIN K.

Mo paHHbIM nuTepaTypbl YCTaHOBMAEHa MOMIOXKUTENbHAA B3aMMOCBA3b MexAy cTe-
NeHbo BblPaXXeHHOCTW BUPUAN3ALUN N NOBbILEHHbIMU 3HAaYEHUAMM CbiIBOPOTOYHOrO

Ta6bnuua 1
MokasaTenn ropmoHanbHOro cratyca nauveHTa [l. B Bospacre 14 net 9 mecaues
Table 1
Hormonal status sings of the patient D. in the age of 14 years and 9 months
lNMokasaTennb Pesynbrar PedepeHcHble NHTepBanbl
TTI, MME/mn 0,80 0,35-4,94
CB.T4, nmonb/n 114 9,0-19,1
Cg. T3, nmonb/n 4,69 3,93-7,70
WNOP-1, Hr/mn 466,1 120,0-501,0
OMA-C, mkr/gn ‘3‘(5)8'(1) 24,4-247,0
MponakTtuH, MKE/N 9,5 3,4-194
TecToCTEPOH, HMONL/N 2,36 0,96-38,5
PeHuH, nr/mn 82,30 9,79-61,83
17-OMr, Hr/mn 1,36 0,42-2,26
MeTaHedpuH, nr/mn 82,7 0-100
HopmeTtaHedpuH, nr/mn 81,8 0-216
AnbpoCTepoH cnga, nr/mn 311,76 13,37-233,55
WHcynuH, MkEa/pan 40,0 2,6-24
Bpems 3a6opa KpoBu YT1po Beuep YT1po Beuep
AKTT, nr/mn 23:3 40,1 7,2-63,3 7,2-63,3
KopTunson B KpoBu, HMOsb/N :?3:; gig;; 171-536 64-327
KopTun3on B cnioHe, HMOnNb/n 12,5 <12
(cobpaH B 23:00), Hr/mn 12,5 !
CBOGOAHDI KOPTU30M B CYyTOUHOW MOYE, 3560
MKr/24 4 (TpexKpaTHo) 2805 1,5-63
350,7
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aHOpPOCTEHANOHA, AervapoanuvaHapocTeHanoHa cynbdata (AM9A-C), TecTtocTepoHa 1
CHUXEHHbIM YPOBHEM CeKC-CBA3bIBatoLero rnobynuna [17]. TnpcyTusm, akHe 1 cTpum Ya-
CTO AMarHoCTUpYytoT, 0cobeHHO Yy AeTeln cTapLiero Bo3pacTa. B gonybepratHom nepuoge
y feTeli n3bblToK KOPTU30s1a NoJaBnAeT cekpeLyrto FoHaAoTPOMVHOB U CNOCOOCTBYET 3a-
[epKe NonoBoro cospesaHus. B Hawem HabnogeHn onpeaeneHbl NOBbILLEHHOE COfep-
*aHue AMDA-C 1 HM3KO HOPMarbHas KOHLEHTPALUMA TECTOCTEPOHA CbIBOPOTKM (Tabn. 1).
BTopbiM 3TanoM AnarHOCTUKWM ABRAeTcA onpefeneHue npuuvHbl K nocpepactsom
onpepeneHna KoHLeHTpaumin koptnsona n AKTI B cyTouHom putme. ECnm ypoBeHb yTpeH-
Hero ypoBHA AKTI Huxe 5 nr/mn Ha poHe BbICOKOro YPOBHA KOPTM30Ma, ANarHOCTUPYIOT
AKTI-He3aBncumbln cnHapom KyuwivHra. Mpu oTcyTcTBUM nofasneHns BbipaboTkn AKTI
no NpUHUMNY oTpuuaTtenbHO obpaTHON CBA3UN (HOPMasbHble UM NOBbIWEHHbIE MOKa-
3aTenu 3Toro ropmoHa) Bepudurumpytot AKTI-3asucumblii K [3, 15]. B npeagctaBneHHOM
KNMHMYECKOM cnyJae y pebeHKa 0TMeUYeHO OJHOKPATHOE NOBbILLEHWE YPOBHA YyTPEHHEro
AKTT KpoBu, 4TO CBMAETENBbCTBOBANO O Hannuum AKTI-3aBncMMOro runepkopTuymsma.
MeTofom pagrMorMMyHHOrO aHanm3a y nauuenTa [l. 6biiv guarHocTmpoBaHbl YyMepeH-
HaA rMnepanbaoCTepPOHEMUA Y HOPMasibHble KOHLEeHTpaummu 17-rmapoKcunporecTepoHa,

a b

Puc. 1. MPT runoranamo-runo¢usapHoii o6nactu 6e3 KOHTPacTHOro yCWieHUs B caruTTasnbHoli (a) n
KopoHanbHoli (b) nnockoctax nauyuenTa [l. (ctpenkamm ykasaHbl o6nactu runodpusa HeogHOpoAHOI
CTPYKTYpbI)

Fig. 1. Pituitary non-contrast MRI sagittal (a) in and coronal (b) planes of the patient D (pituitary areas
with non-homogenous structure indicated by arrows)
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peHuHa, MeTaHebpUHa, HopmeTaHedpuHa (Tabn. 1). BoiABNeHa rnneprHCYyNMHEMUA HaTo-
LLaK, NOBbIeHMe NHAEKCa HCYNnHopesuncTeHTHocT HOMA go 8,1 (<3,2) npn Hopmo-
rMMKeMmmn HaTowak (4,82 Mmonb/n) n HopmanbHom yposHe HbATc (5,45%). B 6roxmmun-
YeCKOM aHanM3e KpoBM He OTMEUYEHO 3NEKTPOSIMTHBIX HapyLeHnin (Kanunin 4,98 mmonb/n,
HaTpuin 144 mmonb/n), ycTaHOBNEHa runeptpurnnueprgemmsa (1,42 mmons/n).

MPT ronosHoro mo3ra 1 runodusa BbinonHeHa Ha annapare Phillips Ingenia 1,5T (pe-
Xum T1; akcmanbHaa caruTTanbHas, KopoHanbHasa (PpoHTanbHaa) Npoekumn, ToMWMHa
cpe3oB 3 mm; pexnm DWI, akcnanbHaa npoeKkums, TonwmuHa cpesos 5,5 mm). Mo pesynb-
Tatam MPT ronoBHoro mo3ra 6e3 KOHTpacTHOro ycuneHus runodus nauyveHTa [. umen
HOopManbHble pa3mepbl (15x10x8 mMm), HEOAHOPOAHOCTb CTPYKTYpbI (puc. 1). B npason
no6bHom fone obHapyeHbl y4aCTKN KOPTUKaNbHOW AUCNAa3un.

B cBA3M c nofo3peHNeM Ha HaMune ropMOHaNIbHO aKTUBHOW MUKPOAAEHOMbI FUMo-
¢du13a pekoMeHfOBaHO foobcnefoBaHUe B neagmnaTpuyeckom otgeneHnm Ne 3 (sHpoKpu-
Honornyeckom) 2- MAKB r. MuHcKa. MNpu noctynneHnn B ctaumoHap B Bo3pacTte 15 net
cocToAHMe pebeHKa cpeaHel TaxecTn. PocT (176 cm, SDS pocTa +0,88), oTMeUEeH 136bITOK
mMaccbl Tena (79 kr, +1,71 SDS, UMT 25,5 kr/m?, SDS UMT +1,7) c abaoMuHanbHbIM pacnpe-
[eneHnemM NOAKOXHO-KNPOBOW KNIeTUaTKK, «yHOO6pasHbIM NULOM» (pUC. 2a), Hanuunem
CcnaboBblpa’keHHOro YePHOro akaHTo3a B 06/1aCTV NOAMbBILEYHbIX BMAZAVH, akKHe Ha NuLe,
6nefHO-pO30BbIX CTPUIA B 06MacTy BHYTPEHHMX NoBepxHocTen 6epep (puc. 2b-d) n Ha
arognLax.

ALl 120/75 mm pT. cT. (70/75-A nepueHTUNb ANa Bo3pacta nona u pocta [AAP, 2017]),
nynbc 88 ya/MunH. YCTaHOBNIEHO OnepexeHne KOCTHOro Bo3pacTta Ha 4 mecAua no cpas-
HEHMIO C XPOHOMOMMYECKNUM BO3PacToM pebeHKa. BbiaBneHO 3amefneHre TeMMNOB pocTa
3a nocnegHue 1,5 roga ¢ OCTaHOBKOW CKOPOCTM POCTa B TeueHue 9 mecAuleB (CKOPOCTb
pocta 0 cm 3a 9 mec., puc. 3a). [Mpwu sTom onpegeneH npupocTt UMT HaunHas ¢ 12-neTHero
BO3pacTa C pe3KMM CKauKoM 3TOro MoKasaTtens 3a nocnefgHuie 9 mecaues (puc. 3b), uto
CBUAETENbCTBYET 06 NCKNIOUNTENBHO BLICTPOI CKOPOCTU NPKBGaBKM Macchl Tefa. YCTaHoB-
NEeHO, YTO KOCTHbI BO3PACT onepekan NacnopTHbIN BO3pacT NaLMeHTa Ha 4 mecaua no
[JaHHbIM PEHTreHOrPamMmMbl IEBOW KUCTW 1 Ny4e3anAaCTHOro CycTaBa B MPAMON NpoeKLuuy,
NPOrHo3MpyeMbli KOHeUHbIN pocT cocTasmn 180,5 cm.

Mo pe3synbtatam cyTouHOro moHutopuposaHua Al (CMA/[]) oTmeueHo Hannume gua-
CTONNYECKON apTepranbHOM rMMNepTeH3NN B AHEBHbIE Yacbl. YPOBHU CUCTONNYECKOIO 1
anactonnyeckoro AJl B AHeBHble Yacbl cocTaBunn 132 1 84 mm pT. cT. (93-11 1 95-11 nepueH-
TUNW ANA BO3pPacTa, pocTa U Nosia COOTBETCTBEHHO).

YpoBHM ropmoHoOB (HaTowaK) y pebeHka [. B Bo3pacte 15 neT npepcrasneHbl
B Tabn. 2. OnpegeneHbl yMepeHHO NOBbLIWEHHbIE YPOBHY HaTolWwaK KopTu3ona n AKTI.
JmarHoctmpoBaHbl NPU3HaKM UHCYIMHOPE3NCTEHTHOCTM MO YPOBHAM WHCYNNHA W K-
Kemnn Hatowak (nHpekc HOMA 6,1, nHagekc Caro 0,12); runepmHCyNnMHEMNA HaToLaK
(33,6 mKEp/mn); Hopmornnkemna Hatowak (4,1 Mmmonb/n) n B TedyeHue gHa (8 12:00 - 4,0;
B 18:00 - 5,2; 8 22:00 — 4,9 mmonb/n).

YunTbiBasa NOBbilWeHHble yTpeHHne ypoBHU AKTI 1 KopTu3ona, HapylleHne nx Lmp-
KafHOro pMTMa CcekpeLuu, BbICOKMI ypoBeHb CBOGOJHOIO KOPTN30/a B CYTOYHOWN MOYe,
BblpaeHHyo NprbaBKy MacCbl Tena U 0CTaHOBKY B CKOPOCTU POCTa, OTCYTCTBUE NPOrpec-
CUW NONOBOTO Pa3BUTUKA, HaIMUMe apTepuanbHON runepTeH3nmn y pebeHka, 6bin ycTaHoB-
nen AKTI-3aBncumbli sHgoreHHbIn K. [lanee npeactoano onpenenntb UCTOYHUK CeKpe-
umn AKTT.
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C d

Puc. 2. Oco6eHHocTN peHoTUNa NaumeHTa [l. c 6onesHblo KywnHra: a - «<nyHoo6pasHoe nnLio», akHe
Ha n6y; b - abgomnHanbHoe pacnpegeneHne NOAKOKHO-KMPOBOI KNeTyaTKu; ¢ — 6nefHo-po3oBble
nonepeyYyHo pacnonoXeHHble CTPUN Ha BHYTPeHHel noBepxHocTu 6eaep; d — cnaboBbipa)ieHHan
runepnurMmeHTaLnA NOAMbILIEYHbIX BNagnH

Fig. 2. Cushing’s disease phenotype features in patient D: a - "moon face', acne on forehead;

b - abdominal subcutaneous fat distribution; c - pale pink transverse striae on the inner things;

d - mild hyperpigmentation of the armpits

Tectol gnsa anddepeHumanbHol anarHocTukn AKTI-3aBUCMMBIX GOpPM rMnepKopTr-
umsma u AKTI-3KTONMpPOBaHHOIo cuHApoMma (Mpy HeobxoAMMOCTM TPETUIA 3Tamn) OCHOBa-
Hbl Ha AONYLLIEHNN, YTO afieHOMa rMnodun3a NPOAOMIKaeT XOTA Obl YAaCTUYHO NOAUMHATLCA
perynatopHbiM MexaHU3MaMm, CBOMCTBEHHbIM 340POBOM TKaHW runodursa. Npu KopTuko-
TponMHOMe ¢ 6onbLuel BepOATHOCTbIO NpousonaeT nogasneHue cekpeuun AKTI B oTeT
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Puc. 3. ComaTtorpamma nauyumenTa [l.: a - KpuBaA pocTa NnayMeHTa C poXAeHNA No HacTosALlee BpemsA
(nepBas cTpenka yka3sbiBaeT Ha4yaso 3amMmeA/IeHNA POCTa, ABE Noc/eAyIoLMe CTPEIKU YKasbiBaloT Ha
OTCYTCTBME pocTa B nocneaHue 9 mecaues); b - Kpusasa nHaekca maccol Tena (MMT) ¢ poxaeHns no
HacTosllee Bpems (NnepBas cTpenka o603HayaeT Hayano MeAJsIeHHOro yBeNIMYeHnA NpubaBKn Maccbl
Tena, BTOpas IeMOHCTPUpPYeT Havyano ApamaTuyecku 6bictporo ysenuuenua UMT Ha 10 kr/m?

3a 9 mecsaues; SDS onpegeneH cornacHo Kputepusam BO3 [9])

Fig. 3. Somatogram of the patient D.: a - growth chart from infancy to present time (the first arrow
indicates the start of a growth retardation, while the last two arrows indicate no growth in the past
9 months); b - Body Mass Index (BMI) chart from infancy to current days; (the first arrow marks the
beginning of a slow rise in body weight, the second one shows the beginning of a dramatic rapid
increase in BMI by 10 kg/m? for 9 months; SDS defined according to WHO criteria [9])

Ta6bnuua 2
lMokasaTenu ropmoHanbHOro cratyca nayneHTa [l. B Bospacre 15 ner
Table 2
Hormonal status sings of the patient D. in the age of 15 years
lNMokasaTennb Pesynbrar PedepeHcHble nHTepBanbl
TTI, MKME/Mmn 1,1 0,51-4,3
CB.T4, nmonb/n 14,6 12,6-21,0
NOP-1, Hr/mn 514,3 125,0-503,0
JIT, MME/Mmn 1,2 1,7-8,6
OCT, MME/mn 3,2 1,5-12,4
OMA-C, mkr/an 396,4 70,2-492,0
WHcynuH, MKME/mn 33,6 2,0-22,1
«Mepmnatpua BoctouHasa EBponax, 2025, Tom 13, N2 2 327

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO
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Ta6bnuua 3

Pe3synbTaTbl HOYHOrO leKCAMETa30HOBOrO TecTa

Table 3

Overnight dexamethasone test results
MNMokasartenb AKTT, KpoBb, nr/mn KopTtuson, kposb, Hmonb/n | AMNA-C
BasanbHbin (yTpeHHWR) 64,1 729,9 396,4
Mo pe3ynbTaTam HOUHOrO Aek- | YTpo Beuep Ytpo Beuep 3055
CaMeTa30HOBOro TecTa 39,9 724 837,2 728,7 !
PedepeHcHble 3HaueHuA 7,2-63,3 7,2-63,3 170-720 50-350 70,2-492

Ha BbICOKME A03bl MMIOKOKOPTUKOMAOB. DKTOMMUecKasa onyxosib, cekpetupytowana AKTT,
He obnafaeT TakKnMM CBONCTBaAMU.

Y naumeHTa [l. npy NnpoBeAeHUN HOYHOrO leKCaMeTa30HOBOrO TeCTa BbIABIEHO CHU-
xeHue yposHs AKTI Ha 30% oTHocuTeNnbHO 6a3anbHOro YypPoBHsA ropmoHa. [loctToBepHoro
NnoJaBneHns YPOBHA KOPTM30/a He AnarHOCTUPOBaHoO (Tabn. 3).

Mo pesynsbtratam MPT runotanamo-runodusapHoin obnact npu UHaMUYECKOM KOH-
TPACTHOM YCWUNEHUWN YCTAHOBJIEHO Hanuuue B ajeHornnoduse cne.Ba yyacTka CO CHU-
MEeHHbIM HaKOMJIeHMeM KOHTPaACTHOro BellecTsa (ragoBucTt n3 pacyerta 0,1 Mn Ha Kr mac-
Cbl Tena, Unn 7,9 Mn) No CpaBHEHUIO C OCTaslbHOW YacTblo afeHorunodmsa pasmepamu
4,5X4 MM B CaruTTasibHOM NNOCKOCTY (puc. 4).

KomnbtoTepHas Tomorpadus (KT) opraHoB 6pHOLLHON NOSIOCTA U 3a6PHOLWNHHOIO NPOo-
CTpaHCTBa NpoBefeHa Ha annapate Aquilion 64 of Toshiba. CornacHo gaHHbIM UccnegoBa-
HuA 06a HaNoYeyHrIKa MMeNnn HopMabHble pa3Mepbl Y aHaTOMUYeCKoe CTPOeHue, NaTo-
NOrMYECKMX BKIIOUYEHUIA YYaCcTKOB pa3pacTaHnA TKaHW, JOMONIHMUTENbHbIX 06pa3oBaHUii
He onpegeneHo.

Puc. 4. MPT-ckaH runotanamo-runodusapHor 06nact ¢ AMHaMNYECKUM KOHTPACTHbIM yCUIeHUeM B
caruTTanbHou NpoeKynn (CTpenkoin 0603HaueH YHacTOK CO CHUKEHHbIM HaKOMNIeHNEeM KOHTPACTHOro
BellecTBa B NepefHeil fone runodpusa)

Fig. 4. Dynamic contrast-enhanced MRI scan of hypothalamic and pituitary areas in sagittal plane (area
with reduced contrast agent’s accumulation in the anterior pituitary gland indicated by arrow)
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MNMockonbKy B Tpex nlabopaTopHbIX TecTax 6bi1 noaTBepxaeH AnarHo3 AKTI-3aBucnumoro
'K, a no pesynbratam MPT BbisiBieH y4acCTOK TKaHW rmnodusa co CHUKEHHbIM HaKoMneHU-
€M KOHTPaCTHOro BellecTBa, Hamu Obin ycTaHOBEeH AnarHo3: 6onesHb KywunHra Ha ¢oHe
KOPTUMKOTPOMNUH-CEKpeTUpPYIOLLEeN MUKpoageHoMbl rnnodusa. MaymeHT 6bin HanpasBneH
Ha onepaTtumBHoe nieyeHne B PHILL HeBponorum n Hempoxmpypruu, rge NpoBeAeHo yaane-
Hue onyxonu TpaHccheHomaanbHbIM SHLOCKOMMYECKUM METOLOM.

Mo paHHbIM NUTepaTypbl, XMPYPruyeckoe neyeHne ABAAeTCA yCnewHbiM Npu JOCTU-
XeHnn 6a3anbHOro ypoBHA KOPTU30Ma CbiIBOPOTKM 3-5 MKr/an (83-138 Hmonb/n) u (nn)
cofepXaHune KopTn3ona B CyToUHoON mouye meHee 10-20 mkr/gn (<28-56 Hmonb/n) B Te-
YyeHWe Hefenu nocsie NpoBefAeHMA onepaTuBHOro Bmewartenbctsa [18]. CornacHo ony-
61MKOBaHHbIM pe3ynbTaTamM NocsieHMX nccnefoBaHui, y 70-89% npooneprpoBaHHbIX
TpaHccheHondanbHbIM SHAOCKONMNYECKMM METOAOM MaLUMEeHTOB ANarHOCTUPYIOT PeMUC-
cuio BK [19, 20]. Nocne ycnewHo NpoBeAeHHOro XMPYPruyeckoro sleueHnsa pa3BuBaeTca
BTOPMWYHbIV TMNOKOPTULIM3M, KOTOPbIN YacTO MMeeT TPaH3UTOPHbIN XapakTep 1 Tpebyet
rOpMOHaJIbHO-3aMeCTUTENIbHOWN Tepanumn B TeYeHne AJINTeNIbHOro BpeMeHn (MegnaHa —
12,3;95% [ 12,2-13,4 mec.) [21]. Hanbonee yacTbiM OCIOXXHEHNEM ONEPATUBHOIO Sleye-
HuA BK aBnaeTca HecaxapHbI anaber, uto coctasnaeT 5-8,3% cnyyvaes [6, 7]. B 11-30%
cnyyaeB TpebyeTtcs neueHve bK BTopoi nHMKM (MOBTOPHOE XMpypruyeckoe BMellaTenb-
CTBO, NyyeBas Tepanua un ap.) [6, 7]. B cBA3M ¢ 3Tm 6onbluoe 3HaYeHne UMeeT JanbHe-
Lee ANHaMMUecKoe HabnogeHne 3a NaLneHToM.

B 3AKJTIOMEHUE

KnnHuuyeckasa kaptMHa BK B geTckom Bo3pacTe MMeeT CyLleCTBEHHble OT/IMYUA OT
B3pocsibiX. OCHOBHbIMU KNMHMYeCKUMY Npu3Hakamu AKTI-3aBUCMMOrO runepKopTrLm3-
Ma Yy fleTel ABnAeTcA bbicTpas 1 nporpeccrpytolas nprubaska maccbl Tena (1,5-2 Kr B me-
CAL), KOTOpasA COMPOBOXAAETCA 3afePXKKOW POCTa, NOIOBOro pa3sBuUTUA. TpyaHOCTU guna-
FHOCTUKM BO3HMKAIOT BC/IEACTBME HU3KOW pacnpocTpaHeHHOCTU 3aboneBaHmA B ETCKON
nonynAunmM, NOCTENEHHOrO Pa3BUTUA XapaKTePHbIX GEHOTUMNYECKNX N3MEHEHMWI U Bbl-
3bIBalOT YBeIYEHUE NPOJOIKUTENBHOCTU BPEMEHW OT NOABNEHUA MEPBbIX CUMMTOMOB
[10 BbICTaBNeHUA anarHo3a ot 2,5 o 3 net. TpaguumoHHaa nabopaTtopHasa AnarHoCTMKa
[enuTca Ha 3 3Tana u BKJIloYaeT noATBepXxaeHune sHgoreHHoro K, cteneHmn 3aBucumocTu
runepcekpeunn koptrnsona ot ypoBHA AKTI n nonck nctouHunka cekpeunn AKTT. Kocser-
HbIMW Npu3Hakamu K, KoTopble MOryT NomMoub B AMarHocTuKe BK, ABnATca Hannune
CUHAPOMa rMnepaHapPOreHnn N UHCYIMHOPE3NCTEHTHOCTU NPU OTCYTCTBUM BblpaXXeHHO-
ro oXunpeHus y pebeHka.
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Meanatpus B nnLax

METP BAJIEHTUHOBWY LLYMWIIOB

JJOKTOp MeAMUMHCKMX Hayk, npodeccop, 3aBeayio-
Wuii Kadeapor rocnuTanbHON NefmaTpun MMeHN akage-
MuKa B.A. TabonuHa NHCTUTYTa MaTepuHCTBa 1 JeTCTBa
Poccuinckoro HauMoHanbHOro NCcneaoBaTesIbCkoro mMe-
AnumHCKoro yHusepcuteTa umenn H.U. NMuporosa

— Kak un Korpa Havyanca Baw nyTb B nepuartpumio?

— Mo nyTb B negnatpuio Hayanca B 1991 rogy, korga
A pewnn NOoCTynuTb Ha NeguaTpuyeckun dakynoret
CMmoneHCKon rocyfapCTBEHHON MeAULMUHCKON aKa-
nemuun. M A HU pasy He nokanen o cBoem Bbl6ope,
NoTOMy YTO Camoe npeKkpacHoe — paboTa C feTbMu,
KOrga Tbl MOXeLlUb UX BbIIeUNTb U NOJAPUTb CcYACTbe
nx cembaM. letn — gap boxunit n Hawe 6yayuiee!

— Koro Bbl cuntaete ceoum Yuutenem B npodeccun?

— Hac Xun3Hb yuut yemy-To exxegHeBHO. OfiHaKoO, Kak
TOYHO B OOHOM W3 WHTEPBbIO OTMETWS aKadeMuK
Omuntpnin Cepreesudy Jlmxayes, Hactoawmn Yuntenb —
3TO He TOT, KTO y4uT, a TOT, Y Koro yyatca! 'y meHs
6bin10 TpU HactoAawmx Yuutensa, KoTopble AeNCTBU-
TeNIbHO CTaNvi BEXOW B MOeN X13HW. [NepBble aBa 6binn
ele B CMoneHCcKon MeguLnHCKOM akagemumn. 1o [o-
ueHT HuHa VMBaHOBHa YebblkMHa, KOTOpaa MeHs, elle
CTyAeHTa 4-ro Kypca, BBena B neguaTpuio, «nocTaBu-
na MHe pyKy», Hayuuna ciylatb 1 BUAETb NauueHTa.
Bropowt Yuntenb — poueHT AHHa MocndosHa Kosnosa,
KoTopas cfienana u3 MeHs, KINMHUYeCKoro opanHaTo-
pa, HacToALLero Bpaya, Hayuuna gymatb O MauueHTe,
[OKanbIBaTbCA A0 MPUYMH €ro COCTOAHMUSA, HeCTW 3a
Hero OTBETCTBEHHOCTb. TPETbMM WM CambIM TNaBHbIM
Yuutenem B Moeli XU3HK, a He TONbKO B npodeccuy,
asnAetca npodpeccop HOnmsa MNpuropbesHa MyxuHa, Ko-
Topas co3fana MeHs CEerofHALIHEro — 1 Kak Bpaya, 1
KaK YYeHOro — 1, K MOeMy CYacTbto, MPOLOIKaeT MeHA
YUUTb KaXK bl AeHb.

— Kakue nyHkTbl Knatebl Mnnokparta Hanb6onee
3HauMMbl nIN4Ho gnA Bac?

— fl paBan KNATBY COBETCKOroO Bpaya, a He KnAtay [vn-
nokparta, KoTopble CUAbHO oTNKYatoTcA. Ho uTto Kaca-
eTCs UMeHHO KNATBbI [MNNoKpaTa, To 4/1A MeHA caMbl-
MW FNaBHbIMU B HeWl ABNATCA cnefylowmne NyHKTbI:
YTUTb M MOYMTaTb CBOMIX yuuUTenel; BXOAUTb B [OM
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nauneHTa C OTKPbITbIM cepauem n ,D,O6prMVI Hame-
PeHnAMKN, Aenatb BCe€ BO3MOXHOE ONA €ro Bbi3fo-
poBneHnA; 6ECKOprCTHO OENNTbCA CBOUM WNCKYC-
CTBOM C nocieAyrowmmm NOKONEHNAMN BpaLIEI7I.

— Kakum rnaBHbiM KauecTBOM, Ha Baw B3rnapg,
AOMKeH o6napatb Bpay?

— Bpau gonmxeH obnagatb fobpotoli! MNnoxon yenosek
MOXeET ObITb XOPOLUMM CMeunanncTom, HoO HAKOrAa
He CTaHeT XOpPOoLlUMM BpaYyoM. Bpau gomkeH B nep-
BYIO ouepefb UYyBCTBOBaTb MauWeHTa, fapuTb emy
Hagexxay v fenaTb Bce And ero ncueneHus. OT xopo-
Lero Bpaya nauWeHT JOMKEH BbIXOAUTb C YyBCTBOM
obneryeHus, faxe He MONyunB elle HMKaKoOro ne-
KapcTBa. B aToM Bpayu nofo6eH CBALEHHUKY.

— KakoBa cdepa Bawumx HayuHbIX MHTepecoB?

— 3a cBot npodeccnoHanbHyio X13Hb A nonpobdosan
ceba NMoOUTU BO BCEX HaMpaBneHUAX MeduLuHbl, HO
B HacToALlee BpemA A 6onblle 3aHMMalCb BOMPO-
camu AeTCKOW racTposHTeponoruy, 6onesHAMN Ku-
LeYHMKa, UMMYHUTETOM CIIU3UCTBIX 1 UMMYHOMATO-
norvieny pgeten.

— Y10 Bbl 60nblUE BCEro LeHUTe B CBOEN HblHell-
Hell pa6oTe?

— CnoxHbin Bonpoc. HaBepHoe, oLyleHne Toro, 4to
KauyecTBEHHO BbIMOJSIHAK CBOK pPaboTy, NMpUHOLLY
MONb3y U — XOUETCA B 3TO BEPUTb — HY>KEH NIOAAM.

— Yro poctraBnAer Bam Haumbonbwee ypoBonb-
CcTBMe B XKU3HN?

— Cama UM3Hb N, KOHEYHO Xe, aetn! [leTn-nauuneHTsl,
netn-yyeHnkn. OHM — Hale bGyayliiee, HalWN Hafex-
Ibl Y CaM CMbIC/ HaLLEN XXN3HW.
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3c|)c|)eKTuBe|-| npv puapee

B6aKTePUaNIbHOro NPOUCXOXAEHWUS

He BnvgeT
Ha HOpMaJsibHyO Mm(pod)nopy

KUWeyHuka

Cronamnap®

= KyiLieyHoe npoTYBOMUKPOGHOE CPEACTBO

= [lelicTByeT Ha 60NE3HETBOPHbIE 6aKTEPUM -
MPUYMHY AMApEn

= CycreHsus ans mMabilei ¢ 2 MecsueB
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