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Pesiome

Lenb. OueHnTb NnocnefoBaTefibHOCTb AeNCTBMIA U 3PHEKTUBHOCTb NHTEHCUBHONM Tepa-
nun y pebeHka ¢ reMo651acTo30M NOCE anforeHHOW TPaHCNIaHTaUyM KOCTHOFO MO3ra.
Marepumanbl u merogbl. [prBefieHO onrcaHne KMMHUYECKOTO CryYas fieyeHuns pebeHka
1 roga »wu3Hm no nosogy OMJTI M5 ct(11; 19) (923; p13.1); MLL-ELL, LUHC-cTaTycC 3.
Pesynbratbl nccnepoBaHuA. Hauato neyeHve no npotokony OMJ1-MM-2020. C yyeTom
MLL-TpaHcnokaumn naumeHT B Bo3pacTte o 1 roga ¢ OMJ1 M5 oTHeceH K BbICOKOW rpyn-
ne puvcka no BO3HWKHOBEHUIO peuuamsa nenkemmm. Nocne nomcka HLA-ngeHTUyHOro
(10.10) HepoaCTBEHHOrO JOHOPa MPOBeAeHa TPaHCMIaHTaLMA KOCTHOro mMo3ra. [loHop:
BOJIOHTep, MyUunHa B Bo3pacTe 40 net. [NocTTpaHCcnNaHTaUMOHHbIN Neprog OCIOKHUIN
PTNX (O+14) n BOB (O+21), Ha ¢poHe KOTOPbIX MOFyT 3anyckaTbCA MeXaHU3Mbl, MPUBO-
aawye K TA-TMA. Ina npodunaktukn PTIX nonydyan npenapatbl, KOTOpble MOTYT ObITb
TpUrrepHbiMM $akTopamy pasBUTUA TpaHCMNaHTaT-accounMpoBaHHon TMA (umkno-
cnopwvH). KnnHuyeckasa maHundectaumna mukpoaHruonatum ([+43) y gaHHoOro nauuves-
Ta Ha HayaslbHOM 3Tarne Hambosnee APKO NPOABMIACH B BUAE MOYEYHOIO MOBPEXAEHMWS
(npoTenHypus, nosbiweHne rUPCR) n apTepuranbHoi rmnepteH3nn. Ha momeHT nabopa-
TOpHOro onpepenieHns yposeHb MAK Obll 3HauMTeNbHO MOBbLIWEH (MO KOHLEHTpauum
sC5b-9 9837 MKEaA/mn — 6ornee Yem B 4 pa3a oT HOpMbI). [lanbHellwee Te4eHne 3aboneBa-
HKA GbIIO OCIIOXKHEHO Pa3BUTUEM BTOPUYHOTO remodaroLmTapHoro iMmeorncTnoumnTosa
B3b-accoumnpoBaHHOro. HecMoTpsa Ha NpPOBOAMMYIO Tepanuio, MoNMopraHHasa HegocTa-
TOUYHOCTb MPOrpeccMpoBana, NauMeHT 3aBMCUM OT Ba30MPECCOPHON NoafepXKu, noveu-
HOW 3aMeCTUTeNIbHON Tepanum, NPOAOJIXKann NCKYCCTBEHHYIO BEHTUNALMIO nerkmx. Yepes
146 pHein nocne TICK naymeHT ymep.

3aknioueHue. Heobxoarm Habop NabopaTopHbIX NCCNIefOBaHNIA, KOTOPbIE NMO3BOJIAT Bbl-
ABUTb MPW3HaKM SHAOTENNANbHON ANCOYHKLIMM A0 MOABNEHMA cneunduyeckmnx KnmHmuye-
ckmx cumntomoB PTIX, BOB nnun TA-TMA.

KnioueBble cnoBa: remo651acTto3bl, A4eTU, KOCTHbIA MO3F, FeMONO3TNYeCK/e CTBOMOBbIE
KNeTKuW, TpaHCNnaHTauua
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Abstract

Purpose. To evaluate the sequence of actions and the effectiveness of intensive therapy
for a child with hemoblastosis after allogeneic bone transplantation

Materials and methods. A description of a clinical case of treatment of a 1-year-old child
with AML M5 with t (11; 19) (g23; p13.1) is given; MLL-ELL, CNS status 3.

Results. Treatment has been started according to the AML-MM-2020 protocol. Considering
the MLL translocation, a patient under 1 year of age with M5 AML is classified as a high
risk group for relapse of leukemia. After searching for an HLA-identical (10.10) unrelated
donor, bone marrow transplantation was performed. Donor: volunteer, male, 40 years old.
The post-transplant period was complicated by GVHD (D+14) and VOD (D+21), against
which the mechanisms leading to TA-TMA may be triggered. To prevent GVHD, he received
medications that may be trigger factors for the development of transplant-associated
TMA (cyclosporine). The clinical manifestation of microangiopathy (D+43) in this patient
at the initial stage was most clearly manifested in the form of renal damage (proteinuria,
increased rUPCR) and arterial hypertension. At the time of laboratory determination,
the MAC level was significantly elevated (based on the concentration of sC5b-9 9837
pU/ml, more than 4 times the norm). The further course of the disease was complicated
by the development of secondary hemophagocytic lymphohistiocytosis, EBV-associated.
Despite the therapy, multiple organ failure progressed, the patient was dependent on
vasopressor support, renal replacement therapy, and artificial ventilation was continued.
The patient died 146 days after HSCT.

Conclusion. A set of laboratory tests is needed that will identify signs of endothelial
dysfunction before the appearance of specific clinical symptoms of GVHD, VOD or TA-TMA.
Keywords: hemoblastoses, children,bone marrow, hemapoietic stem cells, transplantation
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W BBEJEHWE

Mocne TpaHCNNaHTaUUK reMono3TUYEeCKNX CTBONOBbIX KNneTok (TTCK) sHpoTennanb-
Has aucoyHkuma (3) yuacTByeT B naToreHese pasfmnyHbIX OCIOKHEHWU, TaKUX KaK CUH-
LPOM CUHYCcOUZanbHOM obCTPYKUMW/BEHOOKKNI03MOHHaa 6onesHb (COC/BOM), peakuunsa
«TPAHCMMAHTAT NPOTUB X03AKHa» (PTIX), TpaHCNNaHTaT-aCCOLUNPOBAHHAs TPOMOOTHYe-
cKaA mukpoaHruonatua (TA-TMA), cuHgpom namnonatnyeckon nHeBmoHum (IPS), cuHppom
yTeukn Kanunnapos (CLS) n cuHgpom npuxunsneHns (ES) [1]. Tn ocnoXxHeHMA CBA3aHbI Kak
C TOKCMYHOCTBIO PEXNMOB KOHANLMOHNPOBAHMWA, BKITIOUYAIOLWMX BbICOKME [03bl XUMIKO-
npenapaToB W/UNK Ny4YeByl0 TepPanuio, Tak U C BO3HUKHOBEHMEM UH(EKLUOHHBIX Npo-
6nem Ha doHe NMMyHO/MMenoabnauun, a Takxe C TAXKENbIMA UMMYHONATONOrMYeCKNUMU
npoueccamu [2]. DakTopbl prcKa 1 MeXaHU3Mbl MAaTOreHesa HepeaKo eAnHbl ANA PasHbIX
MOCTTPAHCNIAHTALMOHHBIX OC/IOXKHEHUI, @ Y YacTU NaLMeHTOB OHU Pa3BMBAOTCA coye-
TaHHO UMM NOCNeA0BaTeNbHO, YTO 3HAYMMO YXYALAET NPOrHO3 M 3aTpyAHAET npoLecc
neyenmna. Octpas n xpoHuyeckasa peakuumn PTIX, BOb neuenu, TA-TMA, Hepeako couve-
TaoLWMeca ¢ HeJOCTaTOUHOCTbIO TpaHcnnaHTaTa (HT), ocTaloTcs OCHOBHbLIMK MPUUYNHAMM
NOCTTPaHCMNaHTaLMOHHOW NeTanbHOCTK [3].

B LIEJIb NCCNIEAOBAHNA
OueHnTb NocneoBaTeIbHOCTb AeCTBUN 1 3PPEKTUBHOCTb MHTEHCUBHOW Tepanun y
pebeHKa c remo611acTo30M NOCsIEe annoreHHOM TPaHCMIaHTaUUmM KOCTHOrO Mo3ra.

B NCTOPWNA BOJTE3HN

MayweHT X., Manbuuk, poaunca AOHOLWEHHbIM MnageHuem. [l1o 7-mecAayHOro Bo3pac-
Ta pOC 1 pPa3BMBaSICA, HAYEM He OTINYAACh OT 3J0POBbIX CBEPCTHUKOB. 3aboneBaHme Ha-
yanocb c nogbema Temnepatypbl go 38,5 °C. Nonyyan aHTMHaKTEPranbHyO Tepanuio, Ha
¢dboHe KOTOpOW TemMnepaTypa HopManusoBanack. Yepes 2 Hefilenu oT Hayana 3aboneBaHus
B obuiem aHanuse Kposu (OAK) BbisiBfIeHbl U3MEHEHMSA, ANA PaclUMGPOBKA 1 YTOUHEHNA
KOTOpPbIX HanpaBfieH B 06/1aCTHOWN AETCKUIN KNMHMYeCKniA LueHTp, rae B OAK nogTeepxae-
HO NPUCYTCTBME BNACTHbIX KNETOK B KonuyecTtee 34%.

PebeHoK ¢ nopgo3peHrem Ha OCTpbIli Neiko3 nepeBeaeH B LIeHTp AeTcKol OHKoso-
rMu, reMaTosiorn 1 UMMyHonornn. B TeueHne cyTok npoBefieH NepBMYHbI/ ANarHocTu-
YecKMIn KOMMEKC, No pesynbTaTaM KOTOPOro BbiCTaBneH gnarHo3: OMJ1 M5 c t (11; 19)
(923; p13.1); MLL-ELL, LIHC-cTaTtyc 3. HauaTo neuyeHwne no npotokony OMJI-MM-2020, Bbl-
xop B pemuccuio. C yyetom MLL-TpaHcnokaumm nauneHT B Bo3pacTe go 1 roga ¢ OMJ
M5 OTHeceH K rpynrne BbICOKOrO pycKa Mo BO3HMKHOBEHWIO peunamBa neikemun. Mocne
noncka fJOHopa NpoBefeHa anyloreHHasa HepoacTBeHHasa HLA-mgeHTUYHaa TpaHCnnaHTa-
LMA reMOno3TUYECKMX CTBOJIOBbIX KJIETOK KOCTHOIO MO3ra. [loHOp: BONOHTEP, My>XUMHa B
Bo3pacTte 40 net, HLA 10/10 (DP H/0), nctouHuk I'CK: ctBOnoBble KETKN KOCTHOMO MO3ra.
XapakTepucTrKa TpaHcnnaHTaTa: 240 mn, cogepxaHue ACK 6,1x108/kr, CD34+ 5,246x10%/
Kr, CD3+ 24,4x10%/kr, CD19+ 12,81x10%kr, CD16+56+ 2,44%10%/Kr. KOHOMLMOHMPOBaHWe
B TeueHune 8 gHen: Fludasrabin 150 mr/m? + Thiotepa 10 mr/kr + ATl (Grafalon) 45 mr/kr.
MpodunakTtnka PTMX yuknocnopuHom go aHs (4+40), nanee modetuna mmkopeHonatom
N MepOJIOM.

Bbixop 13 untoneHum (rpaHynountsl 6onee 0,5%10%/n (aeHb+18), TpombouNTbI Gonee
20%x10°/n (goeHb+22), TpomboumnTbl 6onee 50x10°%/n (peHb+27). MNocne TpaHCnnaHTauum
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nepeHec ¢bebpunbHyto HeliTponeHuto, UHdeKLUMio KpoBoToKa (Staphylococcus capitis). Ha
AeHb (O+14) anarHoctmpoBaH CMHAPOM NpuXueneHus, 3anogo3peHa oPTMX II-1I (koxa,
’KKT), no nosoay yero nonyyan UMKNOCNOPWH. BeHOOKKN03MOHHaA 6051e3Hb NeyeHn gua-
rHOCTUpPOBaHa Ha feHb ([+21) — HauaTa Tepanua gednbpoTuaom (Kypc 17 gHeii). Yepes
43 pHA nocne TICK Ha ¢doHe NoBbIlWEeHHON NOTPeBHOCTN B TpaHCHy3nAX SpUTPOLUTOB,
TpombouuToB 3adunKcnpoBaHo nosbiweHre ALl 4o 159/90 Mm pT. CT., NOBbILIEHWE aKTUB-
HocTu JIAI, nosBneHne 6enka B Moye. PacueTHbI MOKasaTeNb CTPECCOBOWN aKTUBaLUn
sHpotenua (EASEX — Endothelial Activation and Stress Index): JIAI (ME) X KpeaTUHWH
(Mr/100 mn) / TpomboumnTbl KpoBu (10°/n) — coctaBun 2,43. 3anofo3peHa TpaHCnIaHTaT-
accouMmpoBaHHaa TpoMboTMYeCKaa MUKPOAHIonaThaA (Hannume 5 AgnarHoCcTUYecKnx Kpu-
Tepues ana TA-TMA n3 7). [nnepTteH3na YaCcTMYHO KynnpoBaHa nocsie HasHauyeHna 4 aHTu-
rmnepTeH3uBHbIX MpenapatoB. OTMeHeH UMKNOCMOPWH, Kak $akTop, NMpoBOLMPYOLWMA
TA-TMA. B ganbHeiwem yxyfLeHne COCTOAHMA NauMeHTa 3a cUYeT YCUNEHWA KULLEYHOro
CUHAPOMa (YacTbIv XugKun ctyn go 2400 mn/cyT), abgomrHanbHoro 60neBoro CMHAPOMa.
MpoBefeHa KONOHOCKONKWA: KapTUHa COOTBETCTBYET KuLeyHon dopme ocTpon PTIMX 2 cT.

YxygweHune coctoaHua (O+191) B cBA3M C OebIOTOM CenTMYecKoro loka (BblceB
Acinetobacter baumanii n3 3eBa). B cBA3U c aHypuei nocne Bbixoaa U3 Woka ¢ (J+192) no
(O+196) nposoannun noyeyHyto 3amectutenbHyto Tepanuio (M3T). Nocne BoccTaHOBNEHMA
CMOHTAHHOrO Auype3a BO3BpaT apTepuanbHON rMnepTeH3nn, NPOTENHYPUK, NOBbILIEH-
HoW NoTpebHOCTY B TpaHChy3nAX S3pUTPOLUTOB M TPOMOOLINTOB.

MNoBblweHHasA akTMBHOCTb JIAI; yBennyeHHaa notpebHOCTb B TpaHCchy3mm Tpombo-
LUUTOB; 3pUTPOLMTOB; pedpaKkTepHaa apTepuanibHaa runepteHsna (noTpebHocTb fo 4
Al npenapatoB); Hannuue wu3ounToB B nepudepnyeckonn Kposmn 1,1%; npoTenHypus
>0,3 r/n B NOBTOPHbIX aHanM3ax Mouu, OTHoLEeHKe 6enka K KpeaTUHUHY moumn 23,9 mr/
mr (rUPCR, Hopma =1 Mr/Mmr), Ha MOMEHT onpefeneHnsa NPUCYTCTBMA MembpaHoaTaKyto-
wero komnnekca (MAK) KoHueHTpauuma sC5b-9 9837 MKEa/mn npu Hopme <2000 MKEa/mn
(meTopom nmmyHodpepmeHTHOro aHanm3a (Hycult Biotech, Human Terminal Complement
Complex Elisa Kit, HK328-01)) noarsepxganu (0+193) TpaHcnnaHTaT-acCoOLMNPOBAHHYIO
TPOMOOTNYECKYIO MUKPOAHTMOMNaTUIO.

Hauata komnnemeHT-610KMpYytoLWasa Tepanua 3Kynnsymabom (npenapat Snusapua):
300 mr BHYTPMBEHHO (Harpy3ouHas fo3a) 2 pasa B Hegento (J+208) n (J+212), nocne vero
oTmeueHo (O+215) cHuxeHne MAK go 6908 mkEg/mn. [lanee npogonkmunuv BBegeHme nu-
3apus 1 pa3 B Hegento (0+216), (O+223) n (O+239). Ha doHe KomnnemeHT-6nokupytoLei
Tepanuu CHUXKeHUe cofiepKaHna MOUYEBMHbI U KpeaTMHUHA He HacTynuno (cM. Tabnuuy),
COXpaHANacb KNNHUKA apTepUanbHON rmnepTeH3nn, NOTPebHOCTb B eXXeAHEBHbIX 3ame-
CTUTeNbHbIX TpaHcdy3unaAx, NaLMeHT NPOoAosIKan ocTaBaTbcA Ha UBJI.

KnnHunueckoe TeueHune 3aboneBaHmaA ([+227) 0CNOXHWNOCH pa3BUTEM LUTOMNEHUN,
renatocnneHomeranuu. lNyHKTaT KOCTHOro Mo3ra 6eieH KNneTouHbIMU 351eMeHTaMu, 06Ha-
py»eHO MHoro darounTupyoLwmx makpodaros. Ha 0CHOBaHUN KNMHNKO-NabopaTopHbIX
[aHHbIX (6 13 8 npu Tpebyembix 5 U3 8 Kputepmes): nUxopagKka, CnieHoMeranua, Tpex-
POCTKOBAA LMTOMEHUS, rMNepTpurinuepmnaeMmsa, remoparoymTtos B KOCTHOM MO3re, -
nepdeppnTMHeMuA — BbiCTaBneH AmarHo3 ([+230) «BTOPUYHLIA remodaroumnTapHbIi
numdorncTnoLmTos, BepoaTHo, BOb-accounnpoBaHHbIin». HazHaueHa Tepanuna MMMyHO-
rnobynuHom, uuknodochaHomM, NPOTUBOBMPYCHAA Tepanua (raHUMKNoBup). Tepanuio
no npotokony HLH 2004 (nekcameTazoH+Bene3us, 6e3 LMKNoCnopunHa) Hayanu Ha AeHb
(O0+237). UnknocnopuH, Kak npenapart, uHayumpytowmin TA-TMA, He Ha3Hauvanu. C yueTom
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MokasaTenu, oTpaxkalowme cOCTOAHNE NaLneHTa
Indicators reflecting the patient’s condition

AHanusnpyembiii dTanbl uccnepoBanusa ([ - aeHb nocne TrCK)

Npu3sHaK A+183 A+193 A+215 | A+223 A+239 O+250
AHemun, pa/Het aa aa na na na na
TpombouuToneHus, ja/HeT na na na na na na

JlakTaT gerngporeHasa, ME/n

(Hopma 192-321 ME/n) 378 1279 639 457 503 682
LWnsounTbl, % - 1,1 14 0,9 1,0 0
KpeaTHUH KpoBu, MKMONb/n 37 105 73 37 71 74
ApTepuianbHas runepTeHsns, na na na na na na

na/Het

KomnoHeHT KomnnemeHTa sC5B-9,
MKEZ/mn - 9837 6908 4777 8715 4970
(Hopma <2000 mMKEa/mn)

0,44

MpoTeuHypus, r/n 1,05 1,29 0,82 0,18 0,38

CooTHouleHe 6enka
K KpeaTuHuHy B moye, rUPCR 18,5 239 13,8 26,3 24 15,9
(Hopma <1 mr/mr)

NAr (ME) X KpeaTUHUH

(Mr/100 mn) / TP 243 36,8 14 3,54 5,29 11,6
BseneHo npenapata dnu3apus,

r 0 0 600 300 300 300
OcnoxHeHune PTNX TA-TMA rmr

Mpumeyanus: PTINX - peakuma «TpaHcnaaHTaT NPOTUB X03AnHa»; TA-TMA - TpaHcnnaHTaT-accoLMmnpoBaHHas TpomboTnyeckan
MUKpoaHruonatus; [T17 — BTopuyHbIi remodaroumtapHbii numdornctnouuntos; TP — conepaHvie TpomboLrToB B Kposu, X 10%/1.

nporpeccun BOB noBTopHbIN Kypc fedunbpatmaa c (4+235) no (4+255), otmeHa no npu-
yMHe remopparmyeckoro cMHapoma Ha ¢oHe nposegeHus M3T.

CocTosiHue ycyrybun NOBTOPHbIN 3MM304 cenTuyeckoro Wwoka (O+251). Ha doHe anu-
TeNbHOW HenTponeHun n HeadpdeKTMBHON cTUMynaLuKM remono33a I-KCO nposepeHa 3a-
rotoBKa 1 TpaHcohy3nm rpaHynoumntapHon macchl (J+256), (0+260), (0+264). HecmoTpa
Ha NPoBOAMMYIO Tepanuio, NONMOPraHHasa HeJoCTaTOUHOCTb NPOrpeccMpoBana, nauneHT
3aBUCKM OT Ba30MPeCCOPHON NOAAEPXKKN (HOpagpeHanyH), OT NOYEYHON 3amecTUTeNb-
HOW Tepanuuy, NPOAONKAETCA NCKYCCTBEHHaA BeHTUnAUmMA nerknx (MBJ1). PeweHnem KoH-
cunnyma ([+287) BBMAY BbIpa)KeHHOCTW NOSIMOPraHHOrO NMOPaXXeHWsA, HANNUNA MYyNbTU-
pe3ncTeHTHON MUKPOdNopbl, pedpakTepHOCTM K NaTOreHeTUYECKOM Tepannn NauneHT
nepesefeH B | nannnaTyBHyO rpynny C MMHMMM3aLmen nposognmon Tepanun. Yepes 295
AHewn nocne TICK nauneHT ymep.

Mo pe3ynbTaTam BCKPbITUA MATONOrOaHaTOMUYECKUA AnarHo3: oCHoBHoe 3abonesa-
HUWe: oCTPbIN MrenougHbin nernkos M5 ct (11; 19) (g23; p13.1); MLL-ELL. JleueHune no npo-
Tokony OMJI-MM-2020. CocTtosiHMe nocne ansioreHHon HepoacTBeHHON HLA-naeHTnYHON
TICK.

OcnoxHeHne ocHoBHoro 3aboneaHua: PTMX ¢ nopakeHnem koxku, *KKT, neyeHun
(BblpaMeHHbI xonecTas, BEHOOKKJIII03MOHHasA 6051e3Hb C BHYTPUAONbKOBbIM G1OpOo30Mm,
obwypHble LeHTponobynapHble HEKPOo3bl), TpaHCMNaHTaT-acCcouMnpoBaHHaa TpPombo-
TUYecKaa MMUKpoaHruonaTtuns (oounve GpuOPUHOBLIX TPOMOOB B Kanumnispax MNoYeUHbIX
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KnyboukoB, GoKanbHbIl cerMeHTapHbIN 1 rMobanbHbIA FMOMepPYNoCcKIepo3, HeKpoTMye-
CKnih Hedpo3). BropnuHbiin EBV-accounnpoBaHHbIn reModaroumMTapHblii CMHAPOM, COCTO-
AHWe nocne neyeHna no npotokony HLH2004 (nonoxutenbHble MLUP K aHTUreHy 13 ne-
UeHw, ceneseHKU, CUCTEMHbIN TMCTUOLNTO3, remocraepos). LintoneHnyecknii cuHgpom:
OnycToLleHNe KOCTHOro Mo3ra, TuMbongHon TKaHu ceneseHKku, numdoysnos, atpodus
TMyca. [eMopparmyecknii CMHAPOM: O6LWMpPHbIE KPOBOU3NUAHUA B KOXKHblE MOKPOBDI,
BMCLiepanbHyo NNIEBPY, OYaroBble — B erkre, NogXKenyfouHyto xene3sy. OuaroBblil UHTep-
CTULManbHbIN GBPO3 1 HEKPO3 NoAKeNyaoUHON xenesbl. Auctpodprnueckme n3meHeHus,
WHTepCTULManbHbIN oTeK MroKapaa. OTek BeLlecTBa rofloBHOMO MO3ra.

B PE3YJNIbTATbl U OBCYXOAEHNE

XapakTepHbIMU KPUTUYECKUMWN COCTOAHUAMU, BO3HMKaoWwmmMmn Bcneactame oPTIX ¢
nopakeHnem efyJouYHO-KULIEeYHOro TpakTa, ABNATCA AernppaTauus, runosonemus,
3/1eKTPONUTHbIE HapyLLEHWSA, racTponapes 1 AUHaMUYecKas KuLeYHas HeMnpoXoauMOCTb,
XeJNlyAoUYHO-KULIeYHoe KPOBOTEUEHMe, reMopparnyecknin LWoK, Cencuc n CenTUUYecKuin
LWOK BCeACTBME TPaHCNIOKaLMM MUKPOGIOPbl, BO3MOXHbI NCEBAOOOCTPYKLUNA KULLKMK,
nepdopauns KULWKK, NEPUTOHUT; Npun TaxKenbix popmax oPTIX ¢ nopaxkeHMeM KOXun —
o6LWMpHbIN annaepmmonus [4]. Cpeau peunnuentoBs anno-I'CK yactota oPTIX nto6oi cTe-
neHn Taxectn gocturana 41-68%, oPTMX Il n IV cteneHn (B COOTBETCTBMN C KpUTEPUAMM
D. Przepiorka n coasr. [5]) - 33%, npuuem y 13-16%, no AaHHbIM UccnegoBaTenen [2],
6blna HekoHTponupyemas/pedpaktepHasa oPTIX.

Taxkenaa BOb conpoBoxpgaetcA NoOAMOpraHHONW HeJoCTaTOYHOCTbIO M BbICOKOM fe-
TanbHOCTbiO (6onee 84%). [InarHo3 yCcTaHaBNMBAOT Ha OCHOBAHUN KIIMHUYECKUX KpuUTe-
pureB EBponelickoro o6LwwecTsa TPaHCMIaHTaL MM KOCTHOMO MO3ra [6], BKITIOYatoLWMX acLnT,
npunbaBKy macchl Tena, 6one3HeHHyI0 renatomeranuio, rmnepobunnupydrHemmio, Kotopble
o6ycnoneHbl NOpPTanbHOWM rMnepTeH3nen BcieacTame o6CTpyKLMmn cnHycongos. YactoTa
BcTpeyvaemoctn BOB/CCO cpean rocnutannsmpoBaHHbix B OPUT peunnmnentos annolCK
cocTtaBuna 5% [7].

OOHUM 13 paHHKX oCNoXHeHn anno-TICK, cBA3aHHbIX C NOBPEeKAEHNEM SHAOTENVA,
agnaetca TA-TMA, KoTopasa xapakTepusyeTca MUKPOAHIMONaTNYeCKom reMosITUYEeCKon
aHemwuen, TpomboumToneHnern notTpebneHna 3a cyet obpasoBaHNA TPOMOOB B MUKPOCO-
CyANCTOM pyciie U1, Kak cnieficTBue, aucdyHKUMen nieMmsnpoBaHHbIX opraHos. TA-TMA
accouMmMpoBaHa CO 3HAUUTENbHBIM CHUPKEHWEM BbIKMBAaeMoCT nocne anno-TICK.
TA-TMA aBnAeTca pe3ynbTaToM CJIOXKHOIo Natodr3nonormyeckoro npoLecca NopaxeHus
3HAOTeNMA y npeapacrnosioXeHHbIX MaLMeHToB, onocpefoBaHHONO KoMOuHaumen pas-
JINYHBIX NOBPEXAAoLWMX GaKTOPOB: peXnma npeaTpPaHCnIaHTaLMOHHOIO KOHANLMOHK-
pOBaHUs, NPUMEHEHUA NHINOUTOPOB KanbUMHEBPUHA, pa3suTuem PTIX, nHdekumni, ns-
ObITKOM MPOBOCNANNTENBHBIX LUTOKMHOB. YacToTa BCcTpeyaemocT TA-TMA, no AaHHbIM
pasfiMyHbIX NCTOYHUKOB, LIMPOKO BapbupyeT oT 0 Ao 74%, uTo CBA3aHO C OTCYTCTBUEM
CTaHAAPTU3NPOBAHHBIX NOAXOA0B K AMArHOCTUKE AAaHHOMO OC/IOXKHeHUs [8, 9.

MaumeHT umen Taxkenoe 3abonesaHune (OMJ1), notpeboBaBsLuee TPaHCNIAHTaL MK KOCT-
HOro MO3ra, B NOCTTPAHCMaHTaLUMOHHOM Nepuopge ocnoxkHusLeeca PTMX, BOB, Ha ¢oHe
KOTOPbIX MOTYT 3amnycKkaTbCA MexaHu3Mmbl, npusogawme K TA-TMA. Ina npodunaktuku
PTMX nonyyan npenapatbl, KOTOpble MOTYT ObiTb TPUITEpPHbIMU dakTopaMn pa3BUTUA
TpaHcnnaHTaT-accounmnpoBaHHon TMA (LMKNocnopuH).
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Practice “

KnnHuyeckasa maHndecTauma MUKPOaHrMonaTum y aHHOro naumeHTa Ha HayasibHOM
3Tane Hambonee APKO NPOABMNACH B BUAE MOYEYHOro NoBpexaeHnsa (MpoTenHypus, no-
BbiweHue rUPCR) n apTepranbHon runepteH3un, gpyrne npusHakm TA-TMA B Buge no-
BbllEHWA NOTPebHOCTM B TpaHCdy3nAX 3pUTPOLUTOB, TPOMOOUNTOB, noBbiweHua J1AT
OblIM MeHee BblpaXkeHbl U MOFIN MacKMPOBaTbCA COMYTCTBYIOWMMY NATONOrMYECKNMU
npoueccamun. Ha momeHT nabopatopHoro onpefeneHus cogepxaHve MAK 6b110 3Hauu-
TeNIbHO MOBbIWeHOo (bonee yem B 4 pa3a OT HOPMbI), UTO B COYETaHWUM C HaNMYnem BCex
AunarHoctuyecknx kputepres TA-TMA cBupetenbCcTBYeT O peasibHON BO3MOXHOCTU 6o-
nee paHHero BbiABNEHNA AaHHOTo cocToAHMA. C yueToM HecneunduyHOCTU KNMMHUYECKUX
npusHakoB TA-TMA HeobxoanmMbl NabopaTopHble KpUTEPUU ANA BbIABMEHMA aKTUBaLUN
cucTeMbl KOMMNAEMEHTa Y 3HAOTeNManbHON ancoyHKUMn y naymeHToB nocne TICK. Kpome
TOro, Heobxoaum aHanm3 akTMBHOCTY MAK 1 KOHUeHTpauun 3kynm3ymaba npu Kommnne-
MeHT-61I0KMpYtoLLen Tepanun AnA KoppeKLumn Ao3bl Npenapara C uenbto 6nokaabl cucre-
Mbl KOMIMJIEMEHTa, YTO He MPOU3O0LLIO B ;AHHOM Clyyae.

ConyTcTBytowme ocnoxHeHua TICK, obycnoBneHHble Kak xumuotepanuen (TA-TMA
=> nouyeyHoe nospexpaeHue), Tak N MHOEKLMOHHbIMK areHTaMu (B JaHHOM ciydae BOb
=> BTOPUYHBIN NMMGOrMCTMOLNTO3), a TakKKe MNU30Abl CENTUYECKOro LoKa NpuBenn K
NPOrpeccrpoBaHnio NOIMOPraHHOW HeJOCTaTOUYHOCTU U YBENIMUYEHNIO BEPOATHOCTU He-
6naronpuaTHOro ncxoga. Y AaHHoro nayMeHTa Ha MOMEHT NOCTaHOBKU anarHosa TA-TMA
npucyTcTBoBanu Bce npm3sHakm TA-TMA BbICOKOro purcKa (No rapMOHN3MPOBaHHbIM MeX-
AyHapoaHbIM KpuTepuam anarHoctukn TA-TMA, 2023 r.):

MoBbiweHHbIN yposeHb SC5B-9 (9837 MKEa/mn npu Hopme <2000 mKEa/mn).

J1Ar (869 ME/n) B 2 pa3a Bbllwe HOPMbI.

rUPCR 6onee 1 mr/mr (23,9).

MonuopraHHaa gucoyHkuma (ONMM, OOH, HapyweHna cBepTbIBaHWA KPOBMU).
ApTepuranbHas runepTeH3us.

LLn3ouyuntos.

ConyTcTBytowan PTIMX 3-i1 cT. 1 nHbEKUMOHHble ocnoxHeHna (BIB-nHbekums, 6akTe-
pvianbHbIA CEMNCUC).

Ona obHapyxeHna TA-TMA fOCTyneH CKPUHUHT, BKIOYAIOLWMIA exXeHeeNbHbI o6wuni
aHanu3 KpoBwu C onpeaeneHuem wusoumnTos, aktusHocty JIAT, rtUPCR, pernctpauunen re-
MOJTIUTUYECKOW aKTUBHOCTU KomnnemeHTa (CH-50), nHaekca cTpeccoBoi akTMBaLn SH-
potenua (EASEX). Ecnn 3Tn Hecneynduryeckrne n3MeHeHUs COXpaHATCA 6e3 Kaknx-nmbo
LOPYrux o6bACHEHMI U MPOUCXOAAT OOHOBPEMEHHO, ClieflyeT PaCCMOTPETb BEPOATHOCTb
TA-TMA. Kpome Toro, Heobxoamnm Habop nabopaTopHbIX NCCNEROBAHNI, KOTOPbIE NO3BO-
NAT KONMYECTBEHHO BbIABUTb NPU3HAKW SHAOTENManbHON ANCOYHKLUN [0 NOABMEHUA
cneundryecknx KnnHmnyecknx cumntomos PTIX, BOB nnn TA-TMA.

MNpepncTaBneHHble MCCNefoOBaHUA OTpaXkaloT Hambonee TUNUYHbIe Npobnembl, BO3-
HUKLUME Ha 3Tanax ANarHoCTMKY 1 KOPPeKLMY HapyLleHUn SHAOTENNanbHOro roMeocTa-
33, peLleHmne KOTopbIX NO3BONUT B OyayLLem ynyylinTb Ka4ecTBO MeAMLVNHCKOWM NOMOLLM
LEeTAM.

Nouhrwh =
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MonuopraHHas ANCOYHKLUA KaK OCNIOXKHEHNE annioreHHoM
TpaHCnnaHTaLMmM KOCTHOTO MO3ra Yy AieTeld: Cllyyaid U3 NpakTUKm
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