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Pesiome

MynbTrcuctemHas atpodua npeacTaBnaeT Co60I TAXKeN0e MefifIeHHO NporpeccupyioLlee
HelipofereHepaTBHOe 3ab0NeBaHne, KOTOPOe XapaKTepr3yeTCa CoYeTaHNEM BblPaXeH-
HOWN BereTaTVBHOW HEAOCTaTOYHOCTU 1 PasNYHbIX ABMraTelbHbIX HAPYLLUEHWUIA, BKTIOYan
CMHAPOM NapPKMHCOHM3MA W/UIN MO3XKEUYKOBYIO ANCPYHKLIMIO B KaUeCTBe KIoYeBbIX CM-
MTOMOB, a TakXe NPU3HaKM MOopax}eHna NUPamMngHON cuctemMbl 1 Ap. B HacToAwwee BpemA
BbIENAT 2 OCHOBHbIX PpeHOoTUNa 3aboneBaHNA: MapKNHCOHNYECKUIA U MO3XKEUKOBbIN, B
3aBMCUMOCTY OT NPeVMYLLEeCTBEHHOW JIOKaNM3aLmMm NOPaKeHHbIX CTPYKTYP LieHTpanbHOM
HEPBHOWM CUCTEMbI 1 MpeBanupyoLer KIMHUYECKON CUMATOMATUKN. [nAa [narHoctukm
MyJIbTUCUCTEMHON aTPOdUM AOMKHbI NCMNOJIb30BaTbCA KpUTEpUK, NPpUHATble MeXxayHa-
POAHBLIM 06LECTBOM MO U3yyeHMto 6one3HN MapKNHCOHA 1 ABUraTeNbHbIX PacCTPONCTB
B 2022 r. [lo HacToALero BpeMeHu He pa3paboTaHO METOAOB STUOTPOMHON U NaToreHe-
TUYecKol Tepanum AaHHoro 3abonesaHua. CMNToMaTYecKan Tepanus BKIloYaeT Meau-
KaMEeHTO3HYI0 KOPPEKLMI0O OPTOCTaTUYECKOW TMMNOTEH3UNW, YPONOTMYECKMX HapyLUeHWN],
3anopoB, NPOABEHUN aKNHETUKO-PUrMAHOrO CMHApPoMa 1 ap. OnmcaHo cobCTBEHHOE
KIIMHMYecKoe HabniofeHne 3Tol pefKol NaTonormm, 0CO6eHHOCTbIO KOTOPOTro ABNAIOTCA
paHHWIA [ebioT 3ab6oneBaHnA 1 OTCYTCTBME TUMUYHBIX HEMPOBM3Yan3aLMOHHbIX MapKe-
poB npuv npoeaeHnr MPT rofloBHOro MO3ra Ha pa3BepPHYTON CTaanm 60ne3HN.
KnioueBble cnoBa: mynbtricuctemHas aTpodusa, LeHTpasbHaa HEPBHaA cucTeMa, CUHY-
KfienHonaTuA, BereTaTnBHas HeJOCTaTOYHOCTb, MAPKMHCOHU3M, MO3XXe4YKOoBas aTakcua
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Abstract

Multisystem atrophy is a severe slowly progressive neurodegenerative disease
characterized by a combination of severe autonomic insufficiency and various movement
disorders, including Parkinsonism syndrome and/or cerebellar dysfunction as a key
symptom, as well as signs of damage to the pyramidal system, etc. Currently, there are
two main phenotypes of the disease: parkinsonian and cerebellar, depending on the
predominant localization of the affected structures of the central nervous system and
the prevailing clinical symptoms. The criteria adopted by the International Parkinson and
Movement Disorder Society in 2022 should be used to diagnose multisystem atrophy.
To date, no methods of etiotropic and pathogenetic therapy of multisystem atrophy
have been developed. Symptomatic therapy includes drug correction of orthostatic
hypotension, urological disorders, constipation, manifestations of akinetic-rigid syndrome,
etc. The author describes his own clinical observation of this rare pathology, the feature of
which is the early onset of the disease and the absence of typical neuroimaging markers
during MRI of the brain at the advanced stage of the disease.

Keywords: multiple system atrophy, central nervous system, synucleinopathy, vegetative
insufficiency, parkinsonism, cerebellar ataxia

W BBEJEHWE

Mynbtucnctemnas atpodpun (MCA) npesctaBnaeT cobor TAXKenoe MeasieHHO Nporpec-
cupytoliee HelpofiereHepaTBHOe 3a60NieBaHMe, KOTOPOe XapaKTepun3yeTca coveTaHeM
BblpaeHHOV BereTaTVBHOW HEAOCTAaTOYHOCTUN 1 PA3/INYHbIX ABUraTeNIbHbIX HapyLUEHWN,
BK/IOYAA CUHAPOM NMapKUHCOHU3MA U/USTN MO3XKEUKOBYI0 ANCPYHKLMIO B KauecTe KJito-
yeBbIX CUMMTOMOB, @ TakXXe NMPM3HaKM NOpPaXKeHUA NMPaMULHON cuctembl 1 ap. [1-3].

[lo HacToAwero BpemeHu atnonorna MCA ocTaeTcsa HensBecTHON. [laHHOe 3aboneBa-
HMe NPUHATO CYMTaTb CNopaanyeckum, OAHaKO yCTaHOBIEHa ponb MyTauun B reHe COQ2
(koompyeT depMeHT, yyacTByloLmii B cHTe3e kodepmeHTa Q10) B BOSHUKHOBEHWY pPAAa
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cnyyaeB MoHoreHHo MCA ¢ ayTOCOMHO-AOMUHAHTHbIM 1 @y TOCOMHO-PeLIeCCUBHbBIM TU-
namu HacnegoBaHuA B EBpone v Azun [3, 4].

Matomopdonornyeckn MCA 0THOCKTCA K KNacCy CUHYKNENHOMNATUI, OfHAKO B OTNIUMne
oT 6one3Hu MNapKMHCOHa 1 fiemeHLMK € Tenblamu JleBu, Npu KOTOpbIX 0GHapyKMBatoTCA
HelipOoHasbHble BKNIOYEHNA HeMPaBUIbHO CBEPHYTOrO O-CUHYKMenHa (Tenbua Jlesu), ana
[aHHOrO 3a60f1IeBaHNA XapaKTEPHO HanMumne rnanbHbIX LMTOMNa3MaTUUYecKnx BKioYe-
HWUI NaTonornyeckomn n3odpopmbl a-cMHyKneunHa (tensua Manna - JlaHToca) [2, 3, 5-71.

MCA ofMHaKOBO YacTO BCTPEYAETCA Y My>KUMH U XeHLUWH, CpefHU Bo3pacT febloTa
3aboneBaHuA coctaBnaeT 55-60 net. CornacHo NMTepaTypPHbIM faHHbIM, PacNpPOCTPaHeH-
HocTb MCA konebnetca ot 1,9 no 4,9 cnyyas Ha 100 Tbic. HaceneHua. CpefHAA BblKMBae-
MOCTb OT MOMEHTa MOABIEHNA NEPBbIX CUMNTOMOB cocTaBnAeT 9-10 neT, OfHaKO B HEKO-
TOpPbIX MOATBEPKAEHHbIX C/lyyanx 3aboneBaHua 6bina 6onee 15 net [1, 31.

CornacHo AMarHOCTUYECKMM KpUTepUAM, MPUHATBIM MexayHapoaHbiM obLiecTBOM
no 6onesHun MapKUHCOHa 1 aBuratesibHbiM pacctponicteam (The International Parkinson
and Movement Disorder Society), NpUHATO BblgenATb 2 OCHOBHbIX peHoTUMNa 3aboneBa-
HUA: napkuHcoHnyecknin (MCA-T1) n mosxeukosbln (MCA-M), cBA3aHHble C npenmyLue-
CTBEHHbIM Mopa)eHnem 6a3anbHbIX raHrMeB (CTpuaToHUrpanbHasa aereHepaumsa) unu
MO3Keuka (onnBonoHTouepebennapHana atpoous) [1, 8, 9. HecmoTtpa Ha To, uto 6ONb-
WnHCTBO NauuneHToB ¢ MCA mMoryT ObiTb YCNIOBHO OTHECEHbl K OfHOMY M3 2 OMMCaHHbIX
BblLLIEe NOATUMOB, 06CY>KAAETCA HEOBXOAUMOCTb paclUMpPeHnsa cnekTpa ¢eHoTMnoB 3abo-
neBaHWA, HanpUMep BblAeNEHNA TaK Ha3blBaeMbIX NepeKkpecTHbiX peHoTunos MCA M+M un
Ap. DTO CBA3aHO C TeM, YTo 0Koso 50% naumeHToB ¢ MCA-TT umetoT Npr3HaKK NopaxeHus
MO3euKa, a 75% naymneHtos ¢ MCA-M - npoaBneHnA cMHApoMa NapKNHCOHM3Ma [5].

Y BCeX MauMeHTOB C CUHYKENHONATUAMN B Pa3fINYHOMN CTENEeHU BblPaXeHbl HeEMO-
TOPHble NPOsBNeHNA 3aboneBaHNaA [2]. XapaKTepHbIM KNMHMYeCKUM npu3Hakom MCA sB-
NnAeTCA paHHee pa3BUTUE BbIPAXKEHHOW BereTaTMBHOW (aBTOHOMHOW) HeJOCTaTOYHOCTY,
KOTOpas MOXET NPOABAATLCA OPTOCTATUUYECKOWN MMMNOTEH3MEN, SPEKTUNBHON ANCOHYHKLN-
e, HeMPOreHHbIMM HapPYLIEHNAMW MOYENCTYCKAHUA, @ TaKXKe XeNlyA0oUYHO-KULLEUYHbIMU 1
TEPMOPEryNATOPHbIMIA HapyLLEHUAMW, NPU STOM BbIPAXKEHHOCTb CUMNTOMATUKN Y pa3-
HbIX MALMEHTOB CyLLeCTBEHHO pa3nnyaetca [3].

B nepByto ouepeab npu nogospeHun Ha MCA gna noctaHOBKM AnarHo3a Heobxogmma
06beKTMBMU3aLMA Y NaLUeHTa NPOABNEHU BereTaTUBHOM HegocTaTouHocT. OpTocTaTu-
yeckas rmnoTeH3us AenaeTcA Hanbonee pacnpoCTpaHeHHbIM HEMOTOPHbLIM CMMITOMOM
3aboneBaHuA, NPV 3TOM PeLMBMpPYIOLLME CUHKOMNAIbHble COCTOAHUA BO3HMKAIOT TOMb-
Ko B 15% cnyuaes [3, 10]. CornacHo pekoMeHZaumam AMeprKaHCKON akafemMumn HeBpo-
norun 1 AMeprKaHckoro o6LecTsa No U3yyeHuto BEreTaTMBHOWN (@BTOHOMHOW) HEPBHOW
CUCTEMbI, KPUTEPUAMM OPTOCTAaTUYECKOWN NMMNOTEH3MW ABNAIOTCA CTOMKOE MOHMXEHMe CU-
ctonunyeckoro Al Ha 20 MM pT. CT. 1 6onee U/uUny CTOMKOe NOHMMXeHNe ANacTONNYEeCKoro
Al Ha 10 MM pT. CT. 1 6onee B TeYeHUe 3 MUH NoC/e Nepexofa naLveHTa B BepTrKanbHoe
nonoxenue [11]. B To ke Bpema B AnarHoctnyecknx kputepmax MCA gns sepudunkaumm
OPTOCTATNYECKOWN MMMOTEH3MM HEOOXOAMMO OOHAPYXKeHMe CHUMEHUA CUCTONMYECKOro
Al Ha =30 MM pT. cT. n gnactonmyeckoro Al Ha =15 mm pT. cT. [8]. Kpome Toro, ony6:nu-
KOBaHbI JaHHble, yKa3blBaloLMe Ha TO, YTO 3-MUHYTHOrO UHTEpPBana ANnA BbIABNEHNA Op-
TOCTAaTUYECKOW TMMOTEH3MNW, CBA3AHHOWN C CUHYKNENHONATUAMK, He BCerga AOCTaTOUHO,
M NPegnoXeHo y naumeHToB ¢ nogospeHnem Ha MCA noBTopHO n3mepATb Al ¢ 5- nnm
10-MUHYTHbIM MHTepBanamu [12].
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Bcnepctere Hannuma geHepBaLMOHHONW rMNepUyBCTBUTENIbHOCTM Y NauneHToB ¢ MCA
3NM304bl OPTOCTAaTUUECKOM MMMNOTEH3NN YAaCTO COYETAIOTCA C apTepUuanbHON rMnepTeH3u-
el B nonoxeHun nexa. Npu nposefeHnn CyTOUHOro MOHUTOPUpPOBaHNA Al MoxeT duk-
CMPOBAaTbCA HOYHAA apTepranbHasa rMNepTeH3nA, a TakxKe 3N13oabl NageHna gaBeHus,
Hanpumep NocTnpaHananbHasa rmnoteHsna [1].

Mpobnembl ¢ MoYencnyckaHneM, KOTopble Tak»Ke OTHOCATCA K AMarHOCTUYECKUM KpU-
Tepuam MCA, yalle Bcero npeAcTaBnieHbl YyBCTBOM HEMOJSTHOrO OMOPOXHEHNA MOYEBOIO
ny3bipa (74%) n HepgepKaHmem Mmoun (63%). KnnHnyeckn 3HauyMMble HapyLeHna MoYe-
ncnyckaHua y nayneHTtos ¢ MCA B oTanume ot Bl noasnatoTca paHblue (B cpegHem B nep-
Bble 2 rofa). K xapakTtepHbim npoasneHuam npyu MCA OoTHOCATCA HeJOCTaTOUYHaA aKTMB-
HOCTb IeTPY30pa, yBENNYEHHbIN 06beM OCTaTOUHOM MOUY 1 CHUXKEHKE CKOPOCTU NOTOKa
npwu ypodpnyometpum [1]. HapyweHnsa B yponormnyeckoii chepe 06ycnoBneHbl U3MeHeHU-
AMY neprdepryeckon 1 LeHTpanbHON MHHEePBaLMN MOUYEBOTO My3blpA C yYacTUeM KpecT-
LIOBbIX BEreTaTUBHbIX AAEP U MOCTOBbIX LLIEeHTPOB MoyencnyckaHusa [3, 13].

MpakTnyecku y Bcex naumeHToB ¢ MCA He3aBUCMMO OT KNMHMYecKkoro dbeHoTuna 3a-
6oneBaHNA OTMEYAIOTCA NPOABIIEHNA NaPKMHCOHM3Ma. XapaKTepHbIMU 0COOEHHOCTAMY
[aHHOTO CMHAPOMA ABMAIOTCA OTHOCUTENbHAA CUMMETPUYHOCTb CUMMTOMATKKK, NPeo6-
nafaHve rmnoKNHE3NN 1 PUTMAHOCTK, a TakXKe M3MeHeHne ronoca. Kpome Toro, xapak-
TepHbl paHHNe NageHnA (B TeUeHne NepBoro roga nocse NoCTaHOBKM AMarHo3a), Kotopble
TeM He MeHee BCTPEeYalTCA He Tak YacTo, Kak y MaLmneHTOB C NPOrpeccrpyowmm Hagb-
AQepHbIM Napanuyom [3].

Mo3xeukoBasa aucdyHKkuma y nauymneHToB ¢ MCA Hanbonee yacto NpoABNAeTCA aTak-
TNYECKON MOXOAKOM Ha «WIMPOKON 6a3e» 1 rnasofBuraTesibHbIM/ HapyLeHnamn (ocumn-
NALMM rnasHbIx AGNOK, 3aMeanieHre cakkag). K uacTbiM KNMHUYECKUM NPOABEHUAM TaK-
e OTHOCUTCA AN3apTpuA U CKaHAMPOBaHHasA peyb [1, 3, 14].

MupamngHaa cumnToMaTrKa Yalle BCEro nposBiseTcA pa3BuTrem ncespobynbbap-
HOro CMHAPOMA, OXMBMIEHNEM FMYyOOKNX PedneKkcoB 1 Hannumem naToNornyecknx Ku-
CTeBbIX 1 CTOMHbIX 3HaKoB. CnefyeT OTMETUTb, YTO Pa3BUTUE BblPa)KeHHbIX Nape3oB He
xapakTepHo [15]. O6HapyXeHne NpoABNeHU NMPaMULHON HEJOCTaTOYHOCTY Ha ¢oHe
ONCcHYHKLMN MO3KeuKa 3aTpyaHAeT anddepeHUmnanbHyo 4MarHocTuKy co CrnuHouepe-
6ennApHbIMM aTakemamn [1].

Y nauyunentoB ¢ MCA yacTo BCTpeyaTca CMHAPOMbI LIEHTPaNIbHOro 11 06CTPYKTUBHOTO
arnHo3 CHa, a Takke peHOMEeH MHCNUPATOPHOro CTpUAopa (CAABNEHHDIN, BbICOKOYACTOT-
HbI 3BYK Mpu BAOXe, OObIYHO BO CHe, 0OYCNOB/IEHHbIN CyXeHMemM NpocBeTa ropTaHu)
[1, 3, 16]. Hanuume cTprpopa Ha paHHWX CTaaUAX 3abosieBaHUA acCOLMUPOBAHO C MEHb-
e NPOAOMKUTENBbHOCTBIO XM3HK [17]. MNpun BUaeonapmHrockonnyeckom nccnefoBaHnm
npakTnyeckun y Bcex nauymneHtos ¢ MCA obHapyXnBatoTcA HapyLleHNA NOABMXKHOCTM ro-
NOCOBbIX CBA30K 1 YeprasioBUAHOrO XPALLA, YTO NPEeASIOKEHO B KauecTBe paHHero Ana-
FHOCTMYECKOro Npu3HaKa faHHoro 3abonesanHus [1, 17, 18].

Y nauymneHtoB ¢ MCA 4yacTo oTMeyvatoTCA HapyLIeHNA B SMOLMOHaNbHO-abpeKTNBHOM
chepe, Npy 3TOM BbipaxkeHHOE HapyLleHe KOTHUTUBHbIX GYHKLMIA He XapaKTepHo [3, 9].

CoBpemeHHble AnarHocTnyeckme Kputepmm sabonesaHnsa npeacrasneHbl B Tabn. 1.

Mpn nogospenunn Ha MCA Bcem naumeHTam AOMKHO ObiTb BbINOAHEHO HENPOBK3Ya-
NN3auUMOHHOe MCCNIefoBaHMe FOJIOBHOrO MO3ra, YTo 06YC/IOBlIEHO OTHOCUMTENbHOWN fAo-
CTYMHOCTbIO U BbICOKOW UHPOPMATMBHOCTbIO AAaHHOrO MeTofa AmarHoctuku. MNposege-
Hne MPT no3BonseT BbiABUTb MPU3HAKM ONIMBOMOHTOLEpebennapHon atpodumn (MocTa,
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Ta6nuua 1

Onarnoctnueckmne kputepuu MCA (International Parkinson and Movement Disorder Society, 2022 r.) [9]

Table 1

MSA diagnostic criteria (International Parkinson and Movement Disorder Society, 2022) [9]

Kputepuii KnuHunyeckun gocroepHaa MCA ‘ KnuHnueckn BepoaTHaa MCA
Ob6uwas
Cnopaauyeckoe nporpeccupytoliee 3abonesaHne ¢ AebloTom B Bo3pacTe ctapiue 30 net
XapakTepucTmKa
ABTOHOMHas ANCHYHKLMA (KaK MUHUMYM Kak MUHUMYM 2 13 HXKenepeyumncieHHbIX
1 CUMNTOM 13 HUXKENepeynceHHbIX): CUMHIOPOMOB:
B HapylleHVe MOYencrnycKaHusi ¢ ob6b- |®  aBTOHOMHasA AMCOYHKUMUA, a WMMEHHO
€MOM OCTaTOYHOIN Moum cBbiwe 100 mn, (Kak MUHUMYM OfIMH U3 HIPKenepeunc-
He 06bACHMMOE MHBIMU MPUYNHAMU; JIEHHbBIX CUMMNTOMOB):
B HeflepKaHWe MOouM, He OObACHAeMoe |— HanununMe OCTaTOYHOW Mouu, He 06bAC-
WHBbIMV MPUYNHaMK; HAEMOE VIHbIMU NMPUYMHAMU;
B HellpOreHHas opToCTaTMyecKas MUMo- |— HeAepKaHue Mouu, He obbsAcCHAemMoe
TEH3Us, a UMeHHO: cHkeHne CAL/OAL VIHbIMU MPpUYNHaMU;
6onee yem Ha 20/10 MM pT. CT. Uepe3 |®  HeliporeHHas oOpTOCTaTMYecKas rmno-
KntoyeBble 3 MVH Mpy NpoBefeHNN KNMHOOPTOCTa- TEH3UsA, a UMeHHO: cHKeHne CAL/OAL
CUHIAPOMBI TUYECKOW NPo6bI; 6onee yem Ha 20/10 Mm pT. CT. yepes
a TaKkXKe OfWH M3 HXKenepeuncneHHbIX ChH- 10 MUH MpU NPOBEAEHNN KIAVHOOPTO-
LPOMOB: CTaTUyecKkom Npobbl;
B MAPKMHCOHW3M CO C/labbiM OTBETOM Ha | ®  CMHAPOM NMAPKUHCOHN3MA;
npenaparbl 1eBOJOMbI; ®  MO3XeuKoBasA aTakcuA (Kak MUHUMYM 1
B MO3XKeuKkoBas aTakcuA (Kak MAHUMYM 2 13 HUXKenepeyncyIEHHbIX CUMMTOMOB):
N3 HXKEMEPEUNCTIEHHbIX CUMMTOMOB): | —  aTaKTMyecKas MNOXOAKa, aTakcua npwu
—  aTaKTu4yeckas Noxoaka; KOOPAMHATOPHbIX Npobax;
—  aTaKCuA Npu KOOPAUHATOPHbBIX Npobax; | —  MO3)KeykoBasa An3apTpus;
—  MO3)XeuyKoBas An3apTpus; —  rnasofBuratesibHble HapyLleHus
—  rnasopfBuraTenbHble HapyLleHna
Monnepxusao- Kak MuHumym 2 Kak MuHnmym 1
LMe Npu3HaKm
MPT-npu3sHakm Kak MuHumym 1 He TpebytoTca
Kpurepum nc- OTcyTcTBYIOT OTcyTcTBYIOT
KntoyeHua

yepBA 1 NOMYLIAPUN MO3XKEUKa, CPeOHNX MO3>KEUKOBbIX HOXEK), N3MEHEHUA CO CTOPOHbI
6a3anbHbIx Agep (@aTpodura cKopnynbl, ee rMNeprUHTEHCMBHOCTD), @ TakXe KoMNeHcaTop-
Hoe pacwupeHue IV xenygouka [1, 19]. NMpu MCA-M Ha akcuanbHbIX cpe3ax MocTa B pe-
Xrmax T2-BU n FLAIR MokeT 0OHapyKMBaTbCA CMMNTOM «KpecTa» B BUE NOSIOCKMN NOBbI-
LIEHHOro CUrHana oT AereHepupyLKX NonepeyHbIX BOSIOKOH MOCTa, NepeceKatoLenca
C NepneHANKyNAPHON NONOCKON OT BOMOKOH WBa. Y nauneHTos ¢ MCA-I1 B pexxume T2-BU
MOKeT OblTb BbIAAIBNEHO CHMKEHME CUTHaNa OT CKOPIyMbl, a TakKe dopmupoBaHme no-
NOCKW MMNEePUHTEHCUBHOIO CUrHana no ee fopconatepasbHOMY Kpal — BblCOKOCMeLu-
bUUHBIN NpU3HaK anAa fjaHHoro 3aboneBaHmsA, OfHAKO UMeLWNIACA Wb y HeboNbLIOro
yrcna naumeHToB. Mcnonb3oBaHue Anddy3nMOHHO-B3BELIEHHbIX Moc/iefoBaTelbHOCTEN
no3ssonsaeT o6HapyXnTb NoBbileHe KosddpuumeHTa auddy3um B ckopnyne U cpefHux
HOXKaX MO3XeuKa y»e Ha paHHuX ctagmax MCA, uTo MoXeT ObITb NONE3HO NpY NpoBe-
neHun gnodepeHumanbHOro grarHosa ¢ 6onesHbto MapKNMHCOHa 1 NPOrpeccrpyowmnm
HagbAgepHbIM Napanuyom [19].

[lo HacToALlero BpemeHn He pa3paboTaHO METOAOB STUOTPOMHON U NaToreHeTYe-
ckon Tepanun MCA. MprHATO cunTaTb, YTO NMLA C AaHHBIM 3ab0neBaHMEM PE3UCTEHTHbI
K 3amecTutenbHom Tepanuu gopamrHom. OfHako ciefyet OTMEeTUTb, UTo NpumepHo 1/3
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NaLneHTOB MMeeT YAOBMIETBOPUTENbHbIN, HO, KaK MPaBuUiio, KPaTKOCPOUHbIN 1 MeHee Bbl-
pakeHHbI OTBET Ha NprieM NeBoLoMbl, YeM Npu 6one3Hn MapkrHcoHa [1, 3, 20]. CumnTo-
MaTuyecKas Tepanua BKNoYaeT B cebd neyeHmne NpoABAeHNA aKUHETUKO-PUFMBHOTO CUH-
APOMa, YPONOrMyecknx HapyLeHUi, MeKaMeHTO3HYI0 KOPPEeKLMo OpTOCTaTUYeCKon
rMNoTeH3mK, 3anopoB u Aap. MNockonbKy knnHuyeckme nposasaeHna MCA pasHoobpasHbl
1 3a4aCTyI0 COYETAIOTCA C APYroi KOMOPOUAHOW naTosorver, 6oMbLUyio POSb B leUeHNM
[AAHHOW KaTeropuuv MauMeHTOB UrpaloT HeMeAMKaMeHTO3Hble MeToAbl: pusnoTepanma u
nevebHas ¢uskynbtypa [5].

B KJIMHWYECKOE HABJIIOAEHWE

B aHBape 2024 r. B HeBponoruyeckoe otgenexHne N2 1 PHIL, HeBponornn n Henpo-
XVpyprum noctynuna nauueHTka P, 50 neT, ¢ »kanobamm Ha o6Lyto cnabocTb, ycunvsato-
LLYIOCA MPpY BepTUKanM3aLmnm, HENIOBKOCTb B HOMax, HapyLleHne NOXOAKM 1 peun (oxpu-
NNoCTb ronoca), HeyaepKaHne moun. Ha MoMeHT obpalleHra 3a MeguLMHCKON MOMOLLbIO
paboTana rnaBHbIM 6yxrantepom (AUCTaHUMOHHO). CeMeNHbI aHaMHe3 He OTArOLLEH.

CumnTaet cebs 6onbHoOI ¢ KoHua 2021 r., Koraa Brnepsble 6e3 BUAVMON NPUYNHBI NO-
ABWNOCH HeyaepKaHme moun. Jletom 2022 r. K BblLLeyKa3aHHOW CMMMTOMaTUKe npucoeam-
HUINCb HENMOBKOCTb B HOrax 1 noluaTbiBaHue npu xoabbe. C neta 2023 r. WaTKOCTb Npun
xopabbe ycunumnacb 1 ctana CyLeCcTBEHHO 3aTPYAHATb NepeiBUKeHMe.

Ha MomeHT noctynneHna macca Tena naumeHTkn coctasnana 80 Kr, pocT 165 cm, nH-
[eKc Maccbl Tena 29,4 Kr/m? (M36bIToYHan Macca Tena).

Hannune y naumeHTKn P. BO cCHe dpeHoMeHa MHCNUPaTOPHOro CTpuAopa ABUAOCH NPU-
UMHOW pa3meLLeHNsA ee B OTAENbHON Manare.

B HeBponormnyeckom craTyce: CO3HaHNE ACHOE, OPMEHTMPOBaHa BCECTOPOHHE BEPHO.
3pauku paBHOBENMKINE, ABUXEHNA TMa3HbIX AOOK B MOIHOM 00beMe, peakLusi 3paykoB
Ha CBET COXpaHeHa, HOCOrybHbIe CKNAAKN CUMMETPUYHBI, A3bIK MO CPeAHEeN IMHWUW, Fo-
TOUHbIN pedneKkc Bbi3biBaeTcA. JINLO CUMMETPUYHO, YYBCTBUTENIbHOCTb Ha NNLE He Ha-
pyLleHa, TOUKM BbixoAa TPOMHUYHOIO HepBa 6e30051e3HeHHbI. BoipaxeHHas runomumus.
OuncdoHmna ymepeHHoOI cTeneHn BbipaKeHHOCTH, An3apTpus. Pednekc MapuHecky — Pa-
posuuy cnesa. Cnna B pykax v Horax foctaTouHas (5 6annos). MblWeyHbl TOHYC NOBbI-
LLEH B aKCMaNbHOM MyCKynaType 1 pyKax Nno aKCTpanupaMmmgHomy T1my, B Horax — no cme-
LIaHHOMY TuMy, 6oMblue cneBa. BbipakeHHas onurobpagukuHesus. [nybokue pedneKkcb ¢
BEPXHMX KOHEYHOCTEN — OXKUBJIEHbI, 30HbI pacluMpeHbl, aHn3opednekcua S=D, pednekc
flkobcoHa — Jlacke C 2 CTOPOH, C HUPKHUX KOHEYHOCTEN — BbICOKME, HEMOCTOAHHbIN ped-
nekc babuHcKoro ¢ 2 cTopoH. YyBCTBMTENBHOCTb He HapylleHa. KooparHaTopHble npo-
Obl BbINONHAET YAOBETBOPUTENbHO. B no3e Pombepra HeycTonumsa. BoipaxeHHas no-
CTypasibHasA HeyCcTomuYmBOCTb. [loxoAKa aTakTnyeckas C ByCTOPOHHEN NOALAEePKKON nnn
onopo Ha xoayHKN. OyHKLUMM Ta30BbIX OPraHOB HapYLUEHbI: HeyAepKaHe MOUN.

C uenblo YTOYHEHMA AMarHo3a BO BPeMs rocnuTanm3aumy NnpoBOAUICA pAg NHCTPY-
MEHTasIbHbIX NCCNefOBaHUN.

MPT ronoBHoro mo3ra: 6e3 naTonornyecknx M3MeHeHun.

MPT wenHoro otaena NO3BOHOYHMKA. 3aknoyeHne: MP-Npr3Haku gereHepaTuBHbIX
N3MEHEHWI LWEeHOro OTAeNa NO3BOHOYHNMKA MO TUMY OCTEOXOHAPO3a, YHKOBEepTeOpasb-
Horo apTpo3a. MP-kapTiHa JIeBOCTOPOHHEN MeANaHHO-CYOapTUKYNIAPHON TPbIKN MeX-
NO3BOHKOBOrO AncKa Ao 3,5 MM Ha ypoBHe C5-C6; BbINAYMBaHNI MEXMNO3BOHKOBbIX AMNC-
KOB Ha ypoBHaAx C3-C4, C4-C5, C6-C7 (no 2 mm). CarntTanbHbl pa3mep KOCTHOMO NO3BO-
HOYHOrO KaHana Ha yposHe Tena C5 15 mm.
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MPT rpygHoro otaena Nno3BOHOYHKKa. 3aKkntoueHne: MP-kapTnHa gereHepaTBHbIX 13-
MEHEeHUN rpyaHOro oTAena NO3BOHOUYHMKA MO TUMY OCTEOXOHAPO3a, CMOHANI0AaPTPO3a.

KT opraHoB rpygHon kneTtku. 3akntoyeHune: KT-kapTuHa ABYCTOPOHHEro Masioro ru-
ApoTopakca. [JaHHbIX 32 06beMHbI, BOCMANIUTENbHbIN NPOLECC B IErKMX U 0611acTu Lwen
He BbISIBJIEHO.

Y3/ opraHoB 6pioLWHON NONOCTU. 3aK/loueHre: KUCTa NeBon gonu neveHu. Juddys-
Hble U3MEeHeHMA NoAXKenyA0UYHON Xene3bl.

Y3 opraHoB mManoro Tasa. 3akfoueHue: B Nnpefenax Busyanm3auum natonornyeckmnx
N3MEHEHWIA OPraHOB Masioro Tasa He BblsiBNIEHO. YBennueHne obbema 0CTaToOYHOM Mo
(76 mn).

3puTenbHble Bbi3BaHHbIe MOTeHUMasnbl Ha obpallaemblli NaTTEPH: HapyLeHna 3pu-
TenbHOW adpdepeHTaL M He BblsIBIEHO.

JOKI: put™m cnHycoBbin, perynapHbin. YCC — 83 ya/MuH. BepTukanbHoe nonoxeHue
30C.

OxoKI. 3akntoueHune: 30Hbl HapYyLUEHWA NOKalbHOW COKPAaTUMOCTN MUOKapaa He Bbl-
ABMIEHbI, HapyLUeHne anactonmyeckor GyHKUMK No 1-My TUMy, COKpaTUTenbHasa Cnocoo-
HOCTb MMOKapaa B nokoe He HapyweHa (OB 70%). JononHUTenbHble Xopabl B NOIOCTA
NneBoro »enygouka. Jlesoe npeacepane: He3HauUUTENbHO pacwMpeHo. MUTpanbHbIN Kna-
naH: CTBOPKU He M3MEHEHbI, KOJIbLIO He pacLUMpPeHo, peryprutauma 2-i cteneHn. [isycro-
pPOHHUI rngpoTopakc (cnpasa — 150-200 mn, cnesa — 100 mn).

CytouHoe moHuTOpupoBaHue AJl. 3aKnioueHne: cpefHeCcyTouHble, cpefHeAHEeBHble
BenuunHbl CALl  JA[l B npegenax HoOpMmbl, cpegHeHouHble BenuunHbl CAL v JA[ no-
BbllweHbl. [Mokasatenn BapuabenbHoct CAL n JA[l nosbiweHbl AHeM. MIHOeKC Bpeme-
HU runeptoHun no CAJl nosbiweH Houblo, Mo [A[l noBbieH AHEM, HOYbIO, 3@ CYTKMW.
CyTouHbln nHpgekc CALl n JALl cooTBeTCTBYeT KaTteropun night-peaker. Mo pe3synbratam
CMA]] oTmeuaeTca HouHoe nosbieHve AJl. BbisiBneHa cTabuibHas CUCTONO-ANACTONN-
yeckas apTepuanbHasa rmnepTeH3nsa HOYblo U HernocToAHHaA gHeM. OTMeYanucb 3nNn3o-
[bl U36bITOYHOrO CHUKeHNA All AHeM. MIHpeKc BpemeHu runotoHun no CAJl: aHem — 39%,
Houbto — 0% (Hopma Ao 15%). MuHuManbHble Lnopbl ALl 3apernctpupoBaHbl B 15:57
(63/34 mm pT. cT.) 1 09:27 (63/36 MM pT. CT.).

B pyTVHHbIX TabopaTopHbIX UCCnefoBaHMAX Oblia BbiABNEHa rMnepxonectepuHeMms —
6,46 MMONb/N (HopMa MeHee 5,2 MMONb/N), OCTaslbHble NoKa3aTenn — 6e3 OTKIIOHEHUI OT
pedepeHCHbIX 3HaUYeHNA.

AHanms KpoBuM Ha KOPTN30Mn — 656 HMonb/n (Hopma 139-670 HMONbL/N).

WccnepoBanmne kKposu Ha nanm-6oppennos (MOA) — IgM n IgG oTpruaTtenbHo.

Ceponornyeckuii aHanms KPoBu Ha aHTUTpenoHeMHble aHTuTena (MOA): oTpuuatenbHo.

AHann3 CNMHHOMO3rOBOW XWAKOCTU: OecuBeTHas, npo3payHas, obwun 6Genok -
0,34 r/n, rnoko3a — 2,52 mmonb/n, untos — 11/3, numouunTbl — 7, MOHOLUNTDI — 4.

Pe3ynbTatbl BbIMONHEHNA OPTOCTAaTMUYECKOro TecTa, CBUAETENbCTBYIOWMNE O HaNUuUm
y naumeHTkn P. BeretaTVBHON HE[OCTaTOYHOCTW B BUAE OPTOCTAaTUYECKOWN MMMOTEH3UN,
npegcTaBneHbl B Tabn. 2.

KoHcynbtauma Bpava-odptanbmonora: Visus OD/0S=0,9/0,8; none 3peHus: KNHETU-
ka — OD Hopma, OS cyxeHune 10 rpagycoB C HOCOBOW, BEPXHE-BUCOUYHOWN CTOPOHbI. [1BU-
YKeHue rnasHbix A6N0K B MOTHOM obbeMe. 3pauky paBHOBENNKUE, pOTOpeaKLMNA XKMBas.
MepepHuin otpesok: OU — mexpebepHble Kpas BEK rMNepemMmnpoBaHbl, MHOXKECTBEHHbIE
6ernble KOPKY, YellynKN y OCHOBAHUA PEeCHNWL, U Ha pecHULaX, rmasa CnokKoWHbI, cpefbl
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Ta6nuua 2

Pe3synbTaTbl BbINONIHEHWA OPTOCTAaTUYECKOrO TecTa nauneHTkm P.

Table 2

The results of the orthostatic test of patient R.
MonoxeHune naymeHTa AL (Mm pT. cT.) Mynbc (ya/mnn)
[opu3oHTanbHOe nonoxeHne 130/80 78
BepTukanbHoe nonoxeHue Ha 1-1 MUHYyTe 100/75 81
BepTukanbHoe nonoxeHne Ha 3-1 MUHyTe 98/70 82
BepTukanbHoe nonoxeHune Ha 5-1 MUHyTe 90/65 79
BepTtukanbHoe nonoxeHwue Ha 10-1 MUHyTe 86/59 77

npo3payHbl. [MasHoe aHo: OU — 6nefHO-pO30Bble, KOHTYPUPOBaHbI. Xo4 1 Kanubp co-
CynoB He n3meHeH. A:B=2:3. Makyna 6e3 natonoruu. Bugnmasn nepudepus rnasHoro fHa
6e3 ocobeHHOCTel. 3aKntoueHne: NPocTon (YewynyaTbiii) 6nedaput OU. Mronus cnaboii
ctenenu OU.

KoHcynbTauma Bpaya-OTOPUHONAPUHIONOra: He OTBOAUTCA NeBasA UCTUHHAA FONoCo-
BaA CKNafKa. 3aK/oueHre: napes ropTaHu cne.a.

KoHcynbTaumsa TepaneBTa. 3ak/oueHre: opTocTaTuyeckas apTepuranbHas rmMnoTeH3uns.

KoHcynbTauma Bpaya-Kapguosora. 3akoueHre: Manbiii rmapoTopakc. YUnTbiBas Kin-
HUYECKYI0 KapTUHY: OTCYTCTBUE 6osel, ofblWKY; AaHHble IXOKI (0TCYTCTBME 30H rMNOKU-
He3a, OB 70%; otcyTcTBME n3MeHeHUn Ha DKI) — B HacToALLee BpeMaA faHHbIX 3a NMOBPEXK-
[eHne cepaua HeT.

KoHcynbTauma Bpaya-3HOOKPUHONOra. 3aKloyeHne: HETOKCUMYECKUIA MHOTOY3/10BO
300. feduunt ButammHa D. /136bITOK Beca. B HacToslee Bpems yoeauTenbHbIX KNMHUKO-
nabopaTopPHbIX AaHHbIX B MOJb3y SHAOKPUHHOMO reHe3a CMHAPOMa apTepuasibHO opTo-
CTaTMYECKOWN rMMNOTEH3UNN He BbIABNEHO.

KoHcynbTauma MeguUMHCKOro Ncuxonora. 3akoyeHmne: KOrHUTUBHbBIV CTaTyC B npe-
[enax HopMmbl.

Mpwu BbINMCKe NaUMeHTKe GblIv JaHbl pekoMeHZauuy no ambynatopHomMy Habnoge-
HUIO HEBPOJIOra 1 TeparneBTa MO MeCTY XUTebCTBa, KOHTPOMIO U BeAeHNIo AHeBHMKa ALl
COONOAEHUNIO TUMOXONECTEPUHOBON AMeTbl, KOHCynbTauumn doHuatpa PHIIL, otopuHo-
JTAPVIHIONOI N, BbIMOMHEHNIO KOHTponbHbIX JKI, Y3 cepaua 1 nnespanbHbIX NONOCTeN
yepes 2 Hegenm nocsie BbIMMCKU 13 CTaLMoHapa, NOBTOpPHOM rocnutanu3auumn B PHIML, He-
BPONOrMM N HEMPOXMPYpPrum yepes 3 mecaua. HasHaueHHasa MegnKameHTO3HasA Tepanusa
BK/toYana: ¢pnygpokopTn3oH nog koHtponem ALl n YCC, npmem nesogonbl+Kapbugonsi
(nocne ctabunusauum A1), UUTUKONUH.

B anpene 2024 r. naymeHTKa P. NOBTOPHO NOCTyNmna B HEBPONOrnyeckoe oTaeneHmne
N 1 PHIL, HeBponorumn n Hempoxmpypruu.

B HeBponormyeckom cratyce npu NOBTOPHOW rOCMMUTanNU3auLun: CO3HaHMEe ACHOe,
OPUVEHTMPOBaHA BCECTOPOHHE BEPHO. 3payukn pPaBHOBESVIKME, ABVXEHUA FNa3HbIX A6/10K
B MOJSIHOM 0ObeMe, peakLma 3paykoB Ha CBET COXPaHeHa, HOCOryOHble CKNagKu cumme-
TPUYHBI, A3bIK NO CPefHeN IMHUK, IOTOYHbIN pedneKc Bbi3biBaeTcs. JINLO CMMMETPUYHO,
UyBCTBUTENbHOCTb Ha NMLie He HapyLleHa. BoipaxeHHasa runomumms. uchoHus ymeper-
HOW CTENeHU BbIPaXKeHHOCTU, An3apTpurA. HacunbCTBEHHbIE SMOLMM B BUAE Nfaya, cMexa.
Pednekc MapuHecky — PagoBunum € 2 CTOPOH, OXMBNEH HUXKHEYentocTHol pednekc. Cnna
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B pyKax 1 Horax fjocTaTtouHas (5 6annos). MbllweYHbI TOHYC NOBbILEH B aKCUANbHOWN My-
CKynaType 1 pyKkax no sKcTpanupammugHomy Tumny, B Horax — no CMeLlaHHomy Tuny, 6onb-
Wwe cneBa. BoipaxeHHaa onurobpagunkmHesus. nybokune pedneKkcbl ¢ BEPXHUX KOHEYHO-
CTel — OXMBJIEHbI, 30HbI PaclUMpeHbl, aHn3opednekcna S=D, pednekc AkobcoHa — Jlacke
C 2 CTOPOH, C HUXHMX KOHEYHOCTEN — BbICOKME, CMOHTaHHbIN pednekc babuHckoro ¢ 2
CTOPOH. YyBCTBUTENbHOCTb He HapylleHa. KoopanHaTopHble Npobbl BbIMOSHAET YA0B-
netsoputenbHo. B no3e Pombepra HeycTolumBa. BbiparkeHHas nocTypanbHas HeycTow-
unBOCTb. [ToxoAKa aTakTMyecKasn C BYCTOPOHHEN NOAAEPKKOM NN OMOPOI Ha XORYHKMN.
DyHKLUMM Ta30BbIX OPraHOB HapYyLUEHbI: HeyAepaHne MoYn.

MPT ronoBHoro mo3ra: 6e3 naTonormMyecknx M3MeHeHun.

KT opraHoB OplOWHOM MONOCTM C KOHTPACTHbIM YycureHneMm. 3aknioueHue: KT-
NPU3HaKM KNCT NevyeHn. [1ByCTOPOHHUI NiieBpasibHblIA BbINOT.

Pernctpauusa napameTpoB CHa MeToAOM MONMCOMHOrpadum (CM. PUCYHOK). 3aKto-
yeHve: cOH GparMeHTUPOBaH, CHUKEH MHAEKC 3dEKTUBHOCTM cHa — 65%. CuHOpom
06CTPYKTVMBHOIO anHoO3/rMMNOMHO3 CpefiHel CTeNeH, MHAEKC anHo3/rnnonHos — 19,77/u
(Hopma <5). ObLyee KoNMUeCTBO AbIXaTebHbIX HApYLWeHU — 172, U3 HUX: 06CTPYKTUBHOE
arnHos - 3, cMellaHHoe anHos — 0, LeHTpasnbHoe anHo3 — 3, rTMMNonHoO3 (BKMYaa 06CTpyK-
TUBHbIE U LeHTpanbHble) — 166. [pOAOMKUTENBHOCTb fbIXaTeNlbHbIX COObITWI 3a Bpems
HOYHOrO CHa cocTaBuna 55 MUH (MakcManbHasA AAUTENbHOCTb anHo3 — 17 ¢, TMNOMHO3 —
94 ¢, cpegHAA pANTENbHOCTb anHo3 — 12 ¢, rmnonHo3 — 20 ¢). HapylweHue AbixaHuWA
perncTpupyeTca nNperMyLLecTBEHHO Ha CnuHe. PerncTpmpoBanca xpan: KoamyecTso —
119, nHgekc xpana - 13,7/u. CpegHnii ypoBeHb caTypaLmm KMCIOPOAa B KPOBU B HOPME —
95% (HopMma >94%). MMHMManbHbIN YPOBEHb caTypaLmmn KNcIopoga B Kposu — 84%.

CoH naumeHTKn Havanca B 18:30 (He cnana HOYb HakaHyHe) 1 nNpepBanca nocne no-
JTYHOUU, YTO OTpaxeHo B runHorpamme (A). TakxKe OeMOHCTPUpPYeTCA 3n13of o6CTPyK-
TVUBHOIO anHo3 AnTeNIbHOCTbIO 35,8 € € mocsieaylowmm 3N1M30[A0M Aecatypaumn go 92.

Ipmam 3w ik
i1 i, M (100, SRR D
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Peructpauus napameTpoB cHa metogom nonncomHorpadum (MCr) naymentkn P.
Recording of sleep parameters by polysomnography (PSG) of patient R.
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b — tpengpl MNCT, B - MCl-kpusbie (33, CHIN L n CHIN R - KpurBble 3anncn ABUKEHUA NoA-
6opopaka cneBa u cnpaBa cootBeTcTBeHHO, SNORE — Kpusas xpana, EOG L n EOG R - kpu-
Bble 3anncn ABUKEHNA a3 cieBa 1 cnpaBa cootBeTcTBeHHO, ECG — kKpuaa IKI, THERM -
KpriBasA 3anncu perucrpaumm AbixaTebHOro noToka U3 HOCOBOW M POTOBOW MOSOCTH,
THO n ABD - KpuBble 3anrcu SKCKYPCUU FPYyAHON 1 GPIOLWHON CTEHKN).

KoHcynbTtauma Bpaya-odTanbmonora: npocton (Yewyinyatbii) 6Gnedaput OU. Muonua
cnabom ctenexm OU.

KoHcynbTauma Bpaya-OTOPUHONAPUHIONOra: OrpaHNYeHO OTBefeHne NeBON UCTUH-
HOW rONOCOBOW CKNafKW. 3aKnoveHre: YacTUYHbIN Napes3 ropTaHn crnpasa (NoNnoXuTesb-
HaA AMHamuKa oT AHBapA 2024 r.).

KoHcynbTauma mMegnLUMHCKOro Ncuxonora. 3ak/oyeHmne: KOrHUTUBHbBIV CTaTyC B npe-
fenax Hopmbl. HADS: cy6KnnHKKa TPeBOru, KNMHNYECKIM BblpaykeHHas fenpeccus.

Mpwu BbINMCKE NaumeHTKe ObiNn AaHbl peKoMeHZaLMM MO KOHTPOJO U BeAeHNIO JHEB-
HuKa AJl, cobniofieHro T’MNoXoNecTepUHOBON AMeTbl, amOynaTopHOMY HabnogeHWIo He-
BPO/Ora U Kapamnosora no MecTy »KutenbcTsa. HasHaueHHaa mefnKkameHTO3HasA Tepanusa
BK/OYana GayapokopTn3oH nog koHTponem Al n YCC, nesogony+kap6brgony, BOPTUOK-
CeTUH.

Ha ocHoBaHUM aHanm3a *anob, JaHHbIX aHaMHe3a XM3HWU 1 3aboneBaHWA, KIUHU-
YecKol KapTuHbl 1 JaHHbIX JOMOAHUTENIbHbIX METOAOB UCCNefoBaHMA Obln yCTaHOBMEH
KNMHMYECKU AmMarHo3: gereHepatreHoe 3abonesaHune LIHC no Tuny mynbtrcuctemHom
aTpodunmM C BblpaXeHHOWN BereTaTMBHON HECTabUSIbHOCTbIO, BblPaXKEHHbIM aKUHETUKO-
PUrMAHBIM CMHAPOMOM, Bblpa)eHHOWN NOCTYypanibHON HEYCTONYMBOCTbIO, ABYCTOPOHHEN
NMpPamMngHON He[OCTaTOYHOCTbIO, MapPe30M ropTaHu CNeBa, HapyLleHrem GyHKUMIA Ta3o-
BbIX OPraHoOB.

B 3AKJTIOMEHUE

B nonb3y gnarHosza MCA y nauneHTKu 13 NprBefeHHOro KIIMHNYeCcKoro HabnoaeHns
CBUAETENbCTBYeET NpeobnafaHuie B KNMHNYECKON KapTnHe 3aboneBaHmnsA NposABeHnl Be-
reTaTMBHOW ANCHYHKLMN U CUHAPOMA NAapPKNUHCOHM3Ma B COUYETaHUN C MO3XEUKOBOW CUM-
NTOMaTUKOW, MMPaMUAHON HE[OCTaTOYHOCTbIO, MHCMMPATOPHBIM CTPUAOPOM, XapaKTep-
HbIMW AbIXaTeNbHbIMW HapYLUEHUAMU, @ TaKKe HapyLIeHUAMU B SMOLIMOHaNbHO-BOIEBO
chepe npu coxpaHHbIX KOFHUTUBHbIX GYHKUMAX, MeANEHHbIN TeMN MPOrpeccupoBaHuns
UMeloLLenca CUMMTOMATKKK, @ TakXKe He3HaunTeNnbHasa peakuma Ha Tepanuio 1eBoJoMNoin.

Ocob6eHHOCTAMU OMMCAHHOTO KIIMHMYECKOro Ciyyasn ABAATCA paHHUN ebroT 3a60-
neBaHuA (B 47 neT), a TakxKe OTCYTCTBME TUMNYHbIX HENPOBM3Yyann3aLMOHHbIX MapKepOB
MCA no gaHHbIM MPT ronoBHOro Mo3ra Ha pa3BepHyTo cTagumn 6onesHu.

Taknm 06pa3om, B COOTBETCTBUM C CYLLECTBYOLUMI KPUTEPUAMM ANArHO3 Y NauneHT-
Kun cooTBeTcTBYeT BepoaTHon MCA.

[nAa npaBubHOM NOCTaHOBKYM AnarHo3a 6osbLioe 3HaueHre UMeeT TLaTeNbHbIN coop
Xanob 1 aHamHe3a 3aboneBaHVA C yYeTOM AVHAMUKMN MPOrpeccMpoBaHma CUMMTOMOB,
a TakXe BbIABSIEHVE MYNBTUCMCTEMHOCTM NOPaXeHNA HEPBHOWN CUCTEMbI C OBHaPYKeHW-
€M NpPOosABNEHNIN BereTaTBHOMN HEAOCTAaTOYHOCTM B KOMOMHALMW C CUHAPOMOM MapKWH-
COHV3Ma U/VN MO3XeUKoBOW ANCOHYHKLNN, @ TaKKe APYro HEBPONIOrMYeCKon CUMMTO-
MaTVKKW. 3aTpydHeHNA B MOCTaHOBKe AMarHo3a BCNeACTBME HemnpaBUIIbHOW MHTepnpe-
TaLuy MMELLMXCA HapYyLIEHWUI 3a4acTyo NPUBOAAT K TOMY, UTO MaLMeHTbl ANIMTenbHoe
Bpema HabnopaloTca ¢ oWMnOOUYHbIMK AMarHo3amm y crneLmannctoB apyroro npoduns.

300 "Neurology and Neurosurgery Eastern Europe", 2024, volume 14, Ne 2



KnuHuueckun cnyyvai
Case Report

K coxkaneHuto, 4O HacToALWero BpeMEeHN MCA aBnaetca pr,D,HOKypa6eanblM 3abonesa-
H/emM B CBA3U C OTCYTCTBUEM 3¢¢eKTI/IBHbIX MeTOo[0B nevyeHmA, o gHako CBOeBpeEMeEHHanA
NOCTaHOBKa AMarHo3a no3sosiAeT NpoBOAUTb CMMNTOMATUYECKYIO Tepanuio, yy4yllalo-
LLYIO KayeCTBO KU3HU JaHHON KaTeropmn nauymeHToB.
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