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CVHAPOM pUrMaHOro YenoBeka — pekKoe ayToMMMyHHOe 3abosieBaHve, KOTOpoe XapakTepuayeTcA NporpeccupyoLle MbIlLeYHOW pUriagHoCTbio, HapyLue-
HUAMU X0AbObI M 6ONIE3HEHHBIMM Ca3Mamy B akcuasbHbIX MbllLAX ¥ KOHEYHOCTAX, MPOBOLIMPYEMbIMU BHELHUMW CTUMYNaMn. CUHAPOM MMeeT pasHyto
KNMHNYECKYo (DEHOMEHOOMMI0, MOXEeT NPOABATLCA MUOKIIOHYCOM, BEreTaTUBHLIMUA 1 AMOLIMOHAbHBIMU PAcCTPONCTBaMM, COMeTaTbCA C anunencuen n
ANCTOHMEN, HepoodTanbMOOrM4YeCKMMY NpoABNeHNAMN. [aToreHes cuHapomMa cBA3aH ¢ HapylweHnem TAMKepruyeckor TpaHCcMUCCUK B pesynbTaTte
B3aVMOAENCTBMA Cneumdunyecknx aHtuTen ¢ rnytamaraekapbokcunason (glutamate decarboxylase) — doepMeHTOM, y4acTByOLWMM B CUHTE3€ Y-aMUHOMAC-
NAHON KnenoTbl. C y4eToM naToreHesa B JieHeHUN JaHHoro 3abonesaHuA npumeHaloT FTAMKepruyeckue npenapatbl (Auasenam B BbICOKUX A03axX U Ap.) 1
MMMYHOCYMpeccuBHyto Tepanuio. Mpreoanm cobCcTBEeHHOE HabMoAeHe NaUMEeHTKN C aTUMMYHO NPOTEKaKoLWMM CUHAPOMOM PUrMAHOIO YenoBeKa.
KntoueBble cnoBa: cMHOPOM PUrMOHOro YenoBeka, rnytamaTaekapbokecunasa, MIMMyHOCYNpeccMBHan Tepanunsa, AN3aBTOHOMUA, KIMHUYECKWUIA Cryyaii.
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Abstract

The syndrome of a rigid person is a rare autoimmune disease characterized by progressive muscular rigidity, walking disorders and painful spasms in axial
muscles and limbs provoked by external stimuli. The syndrome has a different clinical phenomenology, it can be manifested by myoclonus, vegetative and emo-
tional disorders, combined with epilepsy and dystonia, and neuro-ophthalmologic manifestations. The pathogenesis of the syndrome is associated with a viola-
tion of GABAergic transmission as a result of the interaction of specific antibodies with glutamate decarboxylase (glutamate decarboxylase), an enzyme in-
volved in the synthesis of y-aminobutyric acid. Taking into account the pathogenesis in the treatment of this disease, GABAergic drugs (diazepam in high doses,

etc.) and immunosuppressive therapy are used. We give our own observation of a patient with an atypically occurring syndrome of a rigid person.
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uHApOM purupgHoro denoseka — CPY (stiff person syndro-

me) — peAKOe MHBAINAN3UPYIOLIee 3a60/1eBaHNe 1[eHT-
PaIbHOI HePBHOI CUCTEMBI, XapaKTepU3yolileecs: IIPOrpeccu-
pYIOlLeil MBIIIEYHO PUTUAHOCTBIO, HAPYLUIEHNAMMN XOAbObI U
60/1e3HEHHBIMI CIIa3MaMJi B aKCHaTbHBIX MBIIIIAX U KOHEY-
HOCTSIX, KOTOpPbIe MOTYT ITPOBOLIPOBATHCS BHEUITHUMMU CTUMY-
nmamu [1]. Brepssle maHHOe 3abojeBaHUe OBUIO OMMCAHO
FE.Moersch 1 H.-Woltman y 14 narueHToB B 1956 T., B CBA3M C
4YeM CyIIeCTBYeT ellle OffHO ero Ha3BaHMe — CUMHApoM Mep-
ma-BonbrMaHa. 3aboneBaHne XapaKTepU3yIOT OJHOBPEMEeH-
HOE COKpallleHle MBIIII[-aTOHUCTOB U aHTATOHIUCTOB, a TAKXKe
IIOCTOSHHAsA HEIPOM3BOAbHASA AaKTUBHOCTDb JBUTATETbHBIX
eIVHNL], BBISIB/IsIeMast IpU Heilpodu3nomIornieckoM obcneso-
Banuu [1, 2].

Bepymum npusnakom CPY saBngercs purniHoCTb, HauM-
HAIOMasACsA 0OBIYHO C TOPAKOMIOMOATbHBIX MapaclMHaIbHBIX
MBIIIIL], B CPeJIHEM Ha YeTBEPTOM HECATIIETUY )XU3HY Oe3 Ka-
KMX-T1100 BUUMBIX IIPOBOLMPYOINX (aKTOPOB, U pacIpo-
CTpaHAIOLIASsCS Ha IPOKCUMATbHYI0 MyCKY/TATyPy KOHEYHO-
CTelT 1 MBIIIIIBI )KMBOTA. B KOHEYHOM MUTOTe Y IAI[VIEHTOB Pop-
MUPYIOTCS PUIMAHAs «poOOTONOfOOHAs» ITOXOAKA U IIO-
SICHUYHBIIT TUIIEPIOPI03, BOSHUKAIOT OTPAaHIYEHMsI HAK/IOHOB
TY/IOBUIL[A U CAMOCTOSTENIbHOI X0Ab0BI. BropbIM ImaTorHoMo-
Hu4HbIM 11 CPY npusHakoM ABIAITCA 60Te3HEHHbIE MBI-
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IIeYHble CIIa3Mbl, OHM BO3HMKAIOT YaCTO BHE3AIIHO M MOTYT
IIPUBOMUTD K IafieHNAM. BpIpa>keHHOCTb PUTMIHOCTY U CIIas-
MOB (QJIIOKTYMPYeT, IPOBOLMPYETCS BHEIIHUMM USUYECKN-
MM ¥ 3MOIMOHATbHBIMY CTMMY/IAMMU, XONOJOM, MHTEPKyp-
PEHTHBIMU MHPEKLIUAMI.

CPY nMeer pasHyio KIMHNYECKYIO (PeHOMEHOIOIMIO, BbIjie-
JA0T «CUHIPOM PUTUHON KOHeYHOCTU», CPY ¢ Muoknony-
coM (jerking stiff persone syndrome), CPY, accorumpoBaHHbII
¢ anmencueit u gucronueit, CPY ¢ HelipoodTanpMosnoruye-
CKVMMU MIPOSIB/ICHUSIMY — AyTOMMMYHHOJI peTHHOIIATIE], Lie-
pebemapuyto popmy CPU ¢ aTakcuert u fucMeTpueit, a TAaKXe
nporpeccupymoomeil sHiedaToMUeUT C PUTULHOCTBIO U
MUOKIOHYCOM (progressive encephalomyelitis with rigidity and
myoclonus) — kpaitte penknit Bapuant CPY ¢ nopaxennem
Ceporo BellecTBa MO3ra, CTBOJIOBBIMM CUMIITOMAMU U BbIpa-
JKeHHOIT fu3aBroHOMMeil [1, 3-5]. CPY ¢ gpyrumu HeBposIO-
TMYECKVIMM TIPOABIEHNAMM, IIOMUMO MBIIIEYHBIX PUTYIHOCTH
U CIIa3MOB (9MMJIeIICHs], CTBOJIOBbIE 3HAKY, JM3aBTOHOMUS 1
T.IL.), MHOTZIA HasbiBaoT CPY-mtoc cunppomsi [4, 6, 7].

CPY cunraeTcs ayTOMMMYHHBIM 3aboreBaHneM [8]. Dddex-
ol AMKeprudeckoil HeifpoTpaHCMUCCUN MHTUONPYIOTCA B
pesy/bTaTe B3aMMOZIECTBIA CHePUIECKUX aHTUTE]I C TIy-
ramaTaexapbokcunasoit — I'IK (ot anr. glutamate decarboxy-
lase) - pepmeHTa, ydacTByIOLIEro B CUHTE3E Y-aMUHOMACTIAHOM
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KUCJIOTHI, @ TAK)Xe C IPeCUHANTUYeCKUMY 1 IIOCTCUHAITHYe-
CKJMIMU IIPOTeMHAMU, B Pe3y/IbTaTe HapylIaeTcs QYHKINA TOp-
MO3HBIX HeJIpOHOB TOTIOBHOTO ¥ CIIMHHOTO Mo3ra [1]. Brime-

AT TpU martoreHermyeckux ¢opmpl CPY: kmaccudeckyo

ayTOMMMYHHYIO (4aCTO acCOLUMMPOBAHHYIO C IPYTUMHU ayTO-

UMMYHHBIMI 3a060JIeBaHIAMM), TTAPAHEOIITACTUYECKYIo (acco-

IVMPOBAHHYIO C METTKOK/IETOYHBIM PaKOM JIETKIX, PaKOM TPy-

au, muMdoMaMu U ApyruMu oHkonpoueccamu) u CPY-mmoc

curgpomsl [8, 9]. Haubosnee gacro nmpu CPY BBLABILAIOTCSA aHTH-
tena k I'/TK, koTopas mpeficraB/ieHa B ABYX n3odopmax — 65 x/la

(THK65) n 67 x[la (ITK67). CPY 06bIYHO acCOLMMPOBAH C aH-

turenamu kK TIK65 (antu-TIK65). Autu-I'ITK65 cBsisaHbl co

MHOXXecTBOM HeBpoyorndeckux (CPY u ero mogsuabt, mumom-

YecKMit 9HIIeaINT, SMUICTICUA, MO3)KeUYKOBasA aTaKCusA) U He-

HEBPOJIOTNYeCKNX (caxapHblil Auaber nma 1, auddysHblil TOK-

cudeckKuit 306 1 306 XalMMoTo, IePHUIO3HAsI aHEMIS) IIaTO-

noruit. MHOTMe U3 9TX COMaTHYeCcKIX 3a60/IeBaHIil, 0COOEHHO

YacTO caXapHblil AnabeT tuma 1, mockonbky I'JTK akcmpeccn-

PYIOT KITeTKU TIO/KeTy/JOYHON SKeJIe3bl, BBIABIAIOTCA Y MAlVIeH-

t0oB ¢ CPY [6-8]. ITo mocmemHnM JaHHbIM, 0KO/10 80% 6GOIbHBIX

¢ CPY umerot autu-I'JIK65 1 okomo 60% — autu-IJK67 (7, 8,

10, 11]. ITpu CPY, ocobeHHO mpy ITapaHeONIacTNIeCKOM ero

BapUaHTe, BBIAB/AIOTCA aHTUTENA ¥ K APYTUM acCOLMMPOBaH-

HBIM C PELIeNITOPOM Y-aMIHOMAC/ISTHOM KVMC/IOTBI IPOTENHAM —

ambudusnny u reGupuHy, a TAKXKe K pellenTopy I/MLuHa [7,

12, 13].

Hapymenne T'AMKeprudeckoit HeifpOTPaHCMUCCUN JIEKUT
B OCHOBE KNMHMYecKoit KapTunbl CPY - mocTosAHHOI aKTUB-
HOCTH JBUTATETbHBIX eAMHNL, ((OPMUPYIOIIell HelIpepbIBHbIE
OJHOBpPEMEHHbIe COKPAIIleHV MBIIII-aTOHICTOB 1 AHTarOHU-
CTOB (MBIIIEYHYIO PUTUIHOCTD), TOBBIIICHHO YyBCTBUTE/b-
HOCTY K BHELTHVM CTUMY/IaM, TUIIEPIKIUIEKCUN, HN3aBTOHO-
MUY, HeIPOTICUXMATPUYECKUX NIPOSABIEHMII CUHpoMa (Tpe-
BO>KHOCTD, 6€CIIOKOIICTBO, Jlenpeccus, Gobunu, maHndecKne
ataxm) [3, 4]. Ilpu urompuaroit anexrpommorpaduu y namyueH-
ToB ¢ CPY BBIABIAETCS NOCTOSIHHASA AKTUBHOCTD JBUTATE/Ib-
HBIX €JVHMI[ B OTCYTCTBUE IIPOM3BOIBHOTO COKpAI[EHNS
MBIIIIIBI, KOTOpas UcYe3aeT Py BBeJeHNN Anasenama [2, 5].

Taxum 06pasom, 6b11u cHOPMYINPOBAHBI AUATHOCTIIECKIE
kputepun CPY (M.Dalakas, 2009):

1) Ha/IM4YVe MBILIEYHOI PUTUFHOCTY B AKCHA/IbHBIX ITAPaCIIn-
Ha/IbHBIX MBIIIIIAX ¥ MYCKy/IaType )XMBOTA, IPUBOJALILI K
MOACHNYHOMY TUIIEPIOPHO3Y;

2) HaJIM4ye MBIIIEYHBIX CIIa3MOB, IPOBOLMPYEMBIX TAKTHU/Ib-
HBIMI 11 SMOLVIOHATIbHBIMI CTUMY/IAM;

3) OTCyTCTBUE IPYTOTO HEBPOJIOTUYECKOTO 3a00/IeBaHM, MO-
TyLero 0O bACHUTD 9TU CUMIITOMBI;

4) MOCTOSIHHASI AKTUBHOCTD [JBUTATEIbHBIX eUHINI] IO JaH-
HBIM 37IeKTpoMuorpaduu;

5) BbIABJIEHME CIELU(PUIECKNX aHTUTET [0 JAHHBIM UMMYHO-
TUCTOXUMMU U PaiMOMMMYHHOTO aHanu3a [14].

ITockonpky natorenes CPY BKmo4yaeT B ce6s1 ayTOMMMYH-
HbI1 KOMIIOHEHT 1 Hapymenue AMKeprudeckoii HelipoTpaHc-
MICCUY, TO B JIEYCHUY UCIIONIb3YETCs BO3EICTBIE HA 0062 9TUX
KOMITOHeHTa [3, 8, 11]. AKTMBHO HPUMEHAIOTCA UMMYHOCY-
MIPeCCUBHAsS VI IMMYHOMO/Y/IPYIOIIAs TEPAINSL: TIFIOKOKOPTI-
KOMABI (IIpefHN30/I0H Win MeTunpen), HUTOCTaTUKM (a3aTuo-
HpuH, HuK1opochaMns), BHyTpUBEHHbIE IMMYHOITIOOY/INHBI,
Kypchl ma3Madepesa [11]. Ha TAMKeprudeckyto TpaHcMIIC-
cnto Hawy4umM obpasom npu CPY Biusier guasemnam B Kpait-
He BBICOKUX Jj03aX — 0 75 mr/cyT [3, 8]. VInTepecHo, ¥To manu-
enTel ¢ CPY X0poIIo MepeHOCAT TaKye BBICOKME JO3UPOBKU
nnasenama. [IpumeHsAIoT Taroke 6akmodeH (1o 75 Mr/cyT), aH-
TUKOHBY/IbCaHTHI (Puntencus, Banppoars) [3, 11]. Kak npa-
BITIO, 3 eKT IedeHNs] JOCTUTAETCS OT COBMECTHOTO IMpuMe-
HEHU IMMYHOCYIIPECCHBHOIL Tepalny U IIPerapaTos, yCUIn-
Baroiux 'AMKeprudeckyio HelipoTpaHCMIUCCHIO.

ITporxos npu CPY cnoxublii [3, 4, 7]. BompumHcTBO 6071b-
HBIX NUHBAIMUSUPYIOTCA Ha OHE HapaCTAIOIIell PUTHIHOCTH,
TEePSIIOT CIIOCOOHOCTb K CAMOCTOATE/IbBHOMY IepeIBIDKEHIIO, B
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TOM YMC/Ie U U3-3a 60/Ie3HEHHBIX MBIIIEYHBIX CIIA3MOB, BO3HN-
KaloIuX pu mo6oM gBikeHnn. Ilapaneormacruaecknit CPY
n CPY ¢ BrIpa’keHHOI! IM3aBTOHOMMEN MOTYT CTaTh MPUYM-
HOUI rubeny manyenTa. [IpuBoguM co6CTBEHHOE TaKOe HabII0-
neHune 60mbHON ¢ HerunudHO mporekawomum CPY (CPY-
IUTIOC), ToTHOIIelt Ha pOoHe TSDKeNOol [U3aBTOHOMUIL.

IManuentka K., 56 y1eT, mocTynuiaa B KpU3UCHOE OT/le/IeHIe
TOPOJICKOI KIMHWYeCKO 6onmpHMIb Ne20 1. MOCKBBI
30.01.2017 ¢ >xanmobaMu Ha JPOXKb B TeJle, 3y[ CIMHBI, CHIDKEH-
HOe HaCTPOEeHIe, TPEBOTY, 6eCCOHHMITY (ITOBEPXHOCTHBDIII COH),
BAJIOCTD, <HEBBIHOCUMBIE» OO B Majblie HOTU 1 CIIMHE, YCU-
JIMBAIOIIMeECs Ha)ke pY IPUKOCHOBEHNM K KOXKe TKaH! (yT-
6onKkn.

AnaMmHe3 3a00/1eBaHMA: IOYYBCTBOBaIA ceOs HE3TOPOBOIL
OKOJIO TOJja Ha3afy, TOC/Ie OYOTICHY MBIIIL] CIVMHBI BO3HIK 3y B
00671acTM 1IBA, MOSIBUIMCDH ONACEHMs 110 IIOBOAY YXY/AIIEHUs
CBOETO COCTOSIHNSA, 00paTniach K HEBPOJIOTY, IPMHMMAIA aH-
THUJEIPeccaHThl 6e3 BuauMoro adgdekra. B aBrycre 2016 r. mo-
SABUINCH IIPUCTYIIBI C TPEBOTOM, IPOKBIO BO BCEM Tejle, TaXU-
Kapauein. YCuInanch HapsyKeHHOCTDb U MbILIIeYHasA CKOBAH-
HOCTb. JIeunnach y HEBpOJIOra, IIOCTOSIHHO IPMHMMAET K/IOHa-
semaM 3 wmr/cyr, ®unnencun 1000 Mr/cyr, 6axnoden
75 mr/cyt. B auBape 2017 r. mogo6HbIe NPUCTYIBI CTA/IN T10-
BTOPATBCS, YYACTUIUCh, HECKOIBKO Pa3 BbI3bIBala CKOPYIO
IIOMOII[b, HAPACTaJI 3yJ B obmactu cnuubl. Obparumach B KOH-
CYyIbTaTUBHO-AMAarHoctudeckoe orfenenne Kb Ne20, mmano-
BO TOCIIMTANN3NPOBaHa C IMAarHO30M «COMaTO(dOpMHOE pac-
CTPOJICTBOY.

AHaMHe3 XU3HU: JJINTEIbBHOE BPEMS CTPAfIaeT PEBMaTOMU] -
HBIM apTPUTOM (peMUCCH), ayTOMMMYHHBIM TUPEOUUTOM
(ayTMpeos), XpOHNYECKNM KOMUTOM C TMIIOMOTOPHON HIMC-
¢dynxumeit Toncroit kumky. C 2008 1. OSBWINCH peiKiie TeHe-
panu30BaHHbBIE CYJOPOKHbIE IIPUIAJKN IPEUMYIECTBEHHO B
HOYHOE BpeMs ¢ KIOHMKO-TOHMYEeCKUMI CYJOpPOraMy, YpUHa-
e, IPUKYCOM sA3bIKa M aMHe3Mell IpunajKa, IpyuHuMana
DunnencuH 1o 600 Mr/cyt. B 2009 . BbIsIB/IEHa M3BUTOCTD 06e-
UX BHYTPEHHMX COHHBIX apTepuit (IpoBefieHa UX pefpecca-
1yst). B mepBbIx unciax fgexabps 2015 r. Bo BpeMs IPUCTYIIA C
HOTepert CO3HAHVs yIajla Ha JIEBbIil 60K, [IO/TydnIa TPaBMy jIe-
BOTO IUTeYa, MOSIBUIACH IOKAIbHAsI 60/Ib B 00/1aCTH HIDKHUX
pebep creBa, HabmofaIach y TpaBMaroora HayuaHo-kinHMde-
ckoro nentpa OAO «PJK]l». Yepes Hepmerro 1moce TpaBMBI I10-
SABUINCH MBbIIIEYHOE HAIPSKEHNE Y CKOBAHHOCTb B KOHEYHO-
CTAX, IPEMMYLIECTBEHHO B HOTAX, HeJepKaHMe MOYMN.
23.12.2015 6071bHOII IIPOBeieHa UTO/IbYaTast MUOTpadus [elb-
TOBUIHOI, YeThIPEXI/IaBOI U MPAMOI MBIIIILI CIMHBI B Ha-
YYHO-K/IMHIYECKOM I[eHTpPe, TUIIePaKTUBHOCTD JIBUIATETbHBIX
€[IVIHN1] He BbIABJIEHA, OJJHAKO C/Ie[[yeT OTMETUTD, YTO HAKaHY-
He BedepoM (¢ 21:30 f0 22:30) 60/1bHOIT OBUTO BBEAEHO MTAPEH-
TepasbHO B 00111eil CTo>KHOCTK 30 MT Ayuasenama, YTO MOT/IO
IOBNMATb Ha pe3y/nbTaThl MccaefoBanud. B ausape 2016 r.
6o/bHOI ycTaHOBIeH AuarHo3 CPY: obHapyxens! antu-I'TK
anTutena B Kposu (6omee 300 ME/mia) m nuksope (193
ME/m1), Tora sxke BBIIIOIHEHa 61MOIICHS TapaBepTeOpanbHOI
MbImpl cepa Ha yposHe Th11-Th12. ITocne saxuBneHus
06macTb B3ATUS OGUOICHM COXPaHsI/Ia BBIPAKEHHYIO 60/Ie3HEH-
HOCTb, HAPACTA/I HECTEPIUMBIIL 3y[], COCTOSIHME He KyIIIUPOBa-
JIOCB TIpYeMOM 006e300/IMBAOIIUX U IPOTUBO3YIHBIX CPE/ICTB.
B amperne 2016 r. ycraHOBIIeH cyOypeTpanbhblil ciuar TBT-O.
B mae 2016 r. B oTgenennn Hesponoruy Hayuno-kmmHngecko-
TO LIeHTpa 60JIbHOII IIPOBeieHa y/IbC-TepPaINs METUIIIPeIHN-
307I0HOM (3 T) C HOC/IEAYIOLIMM IePeX0o0M Ha IpueM IIperapa-
Ta per 0s, IOC/Ie Yero YMEHbIIVINCh PUTUHOCTD U 60JIeBOIt
CUHJIPOM, PETrpeccUpoBaIy IOAEPTUBAHNSA MBI KOHEYHO-
creii. Taxoke ObUtM HazHaueHbI baknocan 10 Mr 4 pasa B CyTKy,
KnoHasenam 3 mr/cyt, ®unnencun 400 mr/cyT. B aBrycre Ha
¢doHe MONTHON OTMeHBI MeTHUIpeja Hapocia PUTUTHOCTD
MBILIIL TYJIOBMIA ¥ KOHEYHOCTEN, MOABUINCH MIOK/IOHMYE-
CKUe MOJEPrUBaHMs B KOHEYHOCTAX (KPYIHOPA3MAIIMCTHII
TpeMOp HAUMHAJICA C HIDKHIX KOHEUHOCTeIl 1 OXBaThIBAJI BCe
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TEJI0, CONPOBOXMA/NCA apTepuanbHOi runeprensuein — Al
190/110 MM pT. CT., TaXUKappuel, HOTIMBOCTbIO, YYyBCTBOM
CTpaxa, JIN/ICS HeCKOJIbKO 4acoB 0e3 I0Tepy CO3HAHMA, IPU-
Kyca sA3bIKa M YIYCKAaHUA MOYM, KyNMPOBAJICA BBENEHUEM
TPAaHKBM/IM3aTOPOB), 3HAYUTETBHO YCWINIACh IOCTOSHHAs
6071b B 06/TaCTH IISITOTO — IIECTOTO MeXKpebepbsi ClieBa, B 30He
[I0CTIEOEPALIVIOHHOTO PyOlja Ha CIMHe, O0/IbLIOM ITaJIblie JIe-
BOJ1 HOTM M Tanblax nesoit kucru. ITo atomy nosony B Ha-
Y4YHO-K/IMHMYECKOM LieHTpe ¢ 29.08.2016 mo 23.09.2016 60b-
HOJ1 BBIIIO/IHEHO YIbTPa3BYKOBOE MCCIeloBaHMe MATKMX TKa-
Heil B 00/1aCTy IIOC/Ie0IepaliOHHOTO pybua (3aKIodeHme:
MpU3HAKM MHQUIbBTPALN MATKIX TKAaHEN IT0C/Te0nepannoH-
HOTO pybIla ¢ Ha/M4ueM X0fja), IPOBOAM/IOCE IeYeH e Iperia-
paroM Comy-Meppon 1000 Mr kamenbHO Ne7 (¢ ITOTOXKUTENb-
HOJI IMHAMMKOI B BUJie YMEHbIIEHNs PUTMAHOCTY MbIIIIL] CITY-
HbI 11 IIepefiHell OPIOIIHOI CTEeHKM; COXPAHSIICD 3y7 1 60/IeBO
CHHJIPOM), Ha3Ha4eH JUINTEeIbHBLI IpueM (1o 2 Mec) MeTurpe-
fla ¢ OTMEHOII IIpemapara Mof Hab/II0IeH1ieM HeBPOJIOTa, KO-
HasemaM 2 mr/cyt (1/2-1/2-1/4-1/4 tabnerku), PunencHH
1000 mr/cyt (300-200-200-300 mr), Bakmocan 25 Mr 3 pasa B
cyTku. [Tocie BRIMCKY U3 CTallOHAPA IPUCTYIIBI MbIIIE€YHbIX
ojiepruBaHuil MepuoANIeCcKy IIOBTOPAINCH, KyIMPOBAINUCh
pueMoM KioHasenama. [TocmeHuit TOJOOHDII IPUCTYII pas-
BUJICSI B HOYb HAKAHYHE IJIAHOBOJ TOCIIMTAIU3ALUI B KPU3HC-
Hoe otpenenue 29.01.2017, gnuica HECKOIBKO 9acOB, HE IPO-
X0 IIOCTIe IIpreMa IIoJ00paHHOIT Tepanuy, 6purazie CKopoit
IIOMOIIM Y/Ia/I0Ch KyNMPOBAaTh IPUCTYI CTPYIHBIM BHYTPU-
BEHHDBIM BBeJI€HMEM JIa3eaMa, OT IIPeJ/I0KEHHOI rOCIInTa-
JM3aLNy B HEBPOTOTMYECKNUIT CTAl[MOHAP OO/IbHAsL 0TKA3a/I1ach.
B suBape 2017 r. nepef II1aHOBOI TOCIUTaNM3anel aMoyia-
TOPHO BBIIIOJIHEHBI MAarHMTHO-PE30HAHCHAasA ToMoOrpadusa
(MPT) Bcex OT/e/I0B IIO3BOHOYHMKA (BBISBICHBI IPU3HAKIN
AUCTPOPUUECKMX U3MEHEeHUIA, CIIOHIoapTpo3a) u MPT msr-
KMX TKaHeil CIMHBI HapaBepTeOpaJbHO ClleBa Ha ypPOBHE
Th11-Th12 (BblsiB/IEHBI TOC/IEONIEPALIIOHHDIE PYOLIOBBIE 13-
MEHEHIS IPOTHKEHHOCTDIO 3,4 CM).

OO6BeKTUBHO IIPU OCMOTPe: COCTOSIHIE YEOBIETBOPUTEIb-
Hoe. Hopmocrenuk. Poct - 160 cm, Macca Tena — 61 Kr, TeMIte-
parypa Tena — 36,7°C. KoxxHble TOKPOBBI OOBIYHOI OKPACKIL.
Tpoduyecknx HapyuieHnii Het. JIBIOKeHMs B CyCTaBax B IIOJI-
HOM oObeMe. HampsikeHre IIMHHBIX MBI CIMHBL.

Comarnueckn — 6e3 0coOeHHOCTeil. B /Ierkux BesukyisapHoe
IbIXaHMe, XpUIIOB HeT. TOHBI cepAilla AICHbIE, PUTM IIPABUTIb-
HBI. ApTepuanbHOe JjaBjieHue npu nocrymnesnn 130/90 mm
pT. cr. HacroTa ceppeyHbIX cOKpaulenuii — 88 B Munyry. JKu-
BOT MATKMIi, 6e360e3HenHblil. Hefjepskanne MO4n.

HeBposorndeckuii cTaTyc: MeHMHI€aIbHBIX 1 001eMO3ro-
BBIX 3HAKOB HeT. YepernHble HepBbI MHTAKTHBI: 3paYK/l PaBHbI;
(hoTOpeax1uy COXPAHHDI; ABVDKEHIS I71a3 He OTPAaHUYEeHBI; HII-
CTarMa Her; IMIIO CUMMETPIYHO; IJIOTaHue U pOHALMA He Hapy-
ILIEHbI; A3BIK 10 cpeiHelt nuHun. ITapesos HeT. CyXoXuIbHbIE
pedrieKcsl XuBble, CUMMeTpudHble. [TaToNMOrMIecKnx 3HaKOB
HeT. YyBCTBUTENbHOCTD He HapylleHa. KoopanHaTopHbIe mpo-
6bI BBITIONTHSAET YeTKO. B mo3e Pombepra ycroitunsa.

Icuxmdecknit cTatyc: cosHaHMe AcHoe. KOHTaKTy JOCTyIIHa.
OpueHTtnpoBaHa MoTHOCTHIO. B Gecenie oTkposenHa. Cefie-
H1A 0 cebe maer cOMBYMBO, TOIOC TUXWIL, MOHOTOHHBI. OTBe-
JaeT Ha BOIPOCHI 0OCTOATE/NbHO. BhIABIAET IPOAYKTUBHYIO
HEBPOTMYECKYIO cMMITOMATUKY. PUKCMpOBaHa Ha 3y/ie CIu-
Hbl. KpuTHkKa K cBOEMy COCTOAHMIO YaCTUYHAA. DMOIVOHA/Ib-
HBIT POH CHIDKEH, CyTOYHBIX U LUK/INYHBIX KOTebaHmiT Ha-
cTpoeHus HeT. [IpMcyTCTBYIOT aHTUBUTAIbHbIE TI€PEXKMBAHNA,
TPYZHOCTY 3aChIIAHNA.

B xpusucHom otnenenun 6onabHas noaydana OuHmencuH
200 Mr 5 Tab1eToK yTPOM, XJIOPIIPOTUKCEH 7,5 M 1 pa3 B [ieHb,
rajonepuson 1,5 Mr 2 pasa B JieHb, 6akogeH 75 Mr/cyT, KJIIOHa-
3emam 3 Mr/cyT, AuknodeHak 2,5% pacTBOp BHYTPUMBIIIETHO
2 Mt 1 pas B IeHb, CEPHOKMCITYIO MarHe3nio 25% 4 M BHyTpu-
BeHHO. HecMOTp:A Ha IpOBOAMMYIO Tepamnuio, Ha 5-1 ieHb Ipe-
ObIBaHMA B OT/Ie/ICHUN B yTPEHHIE Yachl Pa3BUJICA IIPUCTYI
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MBIILI€YHBIX OJePTYBaHNIT BCETO TeJa, COIIPOBOXK/IAIOIINIICS
BO30y)X/eHNUeM, ITIAKCUBOCTBIO, AT 170/100 MM pT. CT., TaX1-
Kappueit 100 yu/muH, runeprinkemueit 9,9 Mmons/n. Jlanee
TIPUCTYIBI CTAIY HOBTOPATHCA €XEJHEBHO.

Ha 8-t meHb HaxOXHeHMA B CTallOHape MPUCTYI CONpPO-
BOXK/Ia/ICA TIOKpacHeHueM mmua, AT 200/100 MM pr. CT.

Ha 9-it senp HaGMIO[ANCS IPUCTYI MBILIEYHBIX BBICOKO-
aMIUINTYZHBIX [OJEepPIMBaHNUIl 6€3 IOMpadYeHns CO3HAHMS C
o6/1efHEHEM U IOXOTOJAHEM KOXU, OOV/IBHBIM IIOTOOT/E-
nenuem, AT 230/110 mm pt. cT. ITogepruBanus ycuanBammuch
VIV BO30OHOBIIANNCD IIPY TIOBOPOTE Ha CIMHY.

Y1pom 10-r0 gHA OYepeRHOI NPUCTYII COMPOBOXKAANICA I~
HEePTUAPO30M, OJIEIHOCTBIO KOXM, aKPOILIMaHO30M, 3aTeM OT-
MeYanoch IOKPacHeHIe BCETo Tena ¢ 6/Ie[fHOCThI0 HOCOTyOHO-
TO TpeyronbHMKa. JIMTeNbHOCTD 3IM30/5a COCTaBMIa 8 4.

Ha 11-it geHb npeObIBaHMSA YTPEHHMIT IIPUCTYII MbIIIEYHBIX
MOflepTMBaHNIT IPOBOLMPOBAJICA IOAB/IEHNEM Bpaya, IPUHS-
THeM Ayua. BeuepoM Takyke BO3HMK IIPUCTYTI C IOJepriBaHMEM
TOJIOBBI, MBIIII] IIEY ¥ PYK C YPE3MEPHOII IIOTIMBOCTHIO TOJIOBbI
(c Bo7mOC TeveT Boja), ruIepeMyet nia 1 671eTHOCTHI0 HOCO-
ryOHOTro TpeyronbHuka. ITo cloBaM 60/1bHO, IPUCTYH BCEraa
Ha4MHaeTCA ¢ 00/ B IIePBOM IIajIblie CTOIBI U 3Y/a B CIIMHE.

Ha 12-it menp yTpoM BO BpeMs IIPUCTyIa OTMEYalNCh M0-
IeprUBaHNA TONIOBBI, TY/IOBUIIA, HVKHIX KOHEYHOCTENI, THIIe-
pemust muia, mpo¢ysHbIil MOT (IPOCTHIHM U OTIOTEHIIA MOK-
pble), IPepBIBUCTOCTD TOJI0CA (HATOMUHAET UKOTY). InTennb-
HOCTb NIPUCTYIA COCTaBM/Ia 6 4, IEPEPDIB Ha 4 4 C MOCTIEYIO-
/1M BO30OHOB/IEHNEM ITO/IePTMBAHNIT MBIIIIIL.

Ha 13-J1 jeHb Ipy OpUCTYyIIE MO0 BMECTO MOKPACHEBIIETO
6b1710 6/1€JHBIM.

Ha 14-11 jeHp noBbIcUIACh TeMIlepaTypa Tena o 38°C, mo-
ABWINCD IU3apTPUA, IEPUOANYEcKas jeBIalys A3bIKa BIIEeBO,
BBIABJICHO HAIIPsKEHNE MBIIII] )KMBOTA 33 CYeT MbIIIEYHOTO
ToHyca. Bo/bHas OblTa epeBefieHa B OT/e/IeHIe peaHMaluu
u uHTeHcuBHON Tepanuu (OPUT) meBponoruu. [Juaruos B
OPUT: smmnencusa. Cepus C/I0>KHBIX MAPIMA/TbHBIX MPUIIAJI-
KOB. YcToitunBoe coMaTopopMHoe 60/1eBOe paccTpoicTBO.
Jopcomnarus I03BOHOYHNUKA ¢ 60/IeBBIM cUHAPOMOM. AT, ru-
neproHNYecknit Kpus ot 08.02.2017.

Ha 15-1t jeHb HaXOX/ieHNUs B OOJIbHUIIE BBICOKOAMIUIUTY -
Hble MbIIIIeYHbIe NOIEPTUBAHNA OTMEYA/INCh B HIUKHE! 110J10-
BIMHE TY/IOBHUIA M HOraX. 3aMKCUPOBAHBI TUIIEPTEPMIUS
38,4-39°C, nuddysHbIil rUIEepPrUApo3, 61efHast, 3eMIICTOTO
OTTEHKa KOKa, ornymeHnue. TeHneHIus K apTepuanbHoil I'n-
noToHuu o 90/50 MM pr. CT., Taxuxkapguu fo 107 yu/mus, ru-
neprepmus 39°C. Ha ¢oHe ypesxeHUs IpUNALKOB U CHIDKe-
HIA TUIIEPTEPMUM OTMEYANOCh 3HAYNTEIbHOE YPEeXKeHMe Ja-
CTOTBI CepJIeYHbIX COKpallleHNil. BBopnica pacTBop TUOIIEH-
Tajla HaTpys dYepes nepdysop [A/Isk KOHTPOIMPYEMOro HapKo3a
C Ba3oIpeccopami Jijisl IeYeH) A BereTaTMBHO HeJJOCTaTOYHO-
cru. BonmbHOIT TpoBefeHa nHTybalua Tpaxen. Houblo Ha done
MICKYCCTBEHHON BEHTH/ISILINMN JIETKUX HAOTI0/famuch abopTuB-
Hble CyOPOI' JIbIXaTe/IbHOM MYCKY/IaTyphbl.

Ha 16-11 genb 60/bHas IIOMTHOCTBIO IIepeBefjeHa Ha UCKYC-
CTBEHHYIO BEHTU/IALMIO JIETKNX, YTPEHHMII IPUIIAalOK ITPOXO-
An Ha (POHe yMepeHHOI KOMBI, AIMICA 6 4, ObUIY IIPYIMEHEHbI
MIOPETAKCAHTBIL.

Ha 17-it enp yepes 25 MUH 110C/Ie Havajla CeJaTUBHOI Iay-
3bI HAOTIOZJA/TUCh KJIOHMYEeCKMe CYJOPOTY HIDKHUX KOHEYHO-
CTell C IPOTrPeCcCUPYIOIMM BOBI€YEHMEM MBI TY/IOBUILA 1
BEPXHIX KOHEYHOCTEIT, II0C/Ie BO30OHOB/ICHISI CeJATUBHOI Te-
panuy npuctyn Kynuposas. ['uneprepmus 37,3-38,7°C.

Ha 18-71 meHb yTpoM MblllIeYHbIE IIOJ€PTUBAHUA CPeJHEN
aMIUIMTYABl OTMEYaINCh B 06/1acTM XMBOTA. I'mneprepmus
40,7°C. MeXnpuCTyIHBIii IepUOJ, POTAKEHHOCTDIO 4 4, TU-
neprepmuA 40,3-38,7°C. OvepenHoit mpucTyn gamnca 4 4, Tu-
neprepmus 38°C, 3apUKCUPOBAHO OTCYTCTBYIE MBIIIEYHBIX MO~
TepruBaHuil B TedeHue 4 9 ¢ IOCIeayIolell OCTAHOBKOM cep-
JEYHOIT lesiTeNIbHOCTHU. PeaHnMaI[MOHHbIe MeponpusTus 6es
addekTa, KOHCTATUPOBAHA CMEPTD OOJIBHOIL.
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JlaHHBIe JOIIOMTHUTEIBHBIX METOOB 00C/IeIOBAHII:

o OnmexTpoKapauorpadua: CMHYCOBBI PUTM, 6e3 oCTpoit
0YaroBoJi IIATONIOTMY MUOKapP/a.

o PertreHorpa¢usi OpraHoB TPYAHONM KIETKWU: B JIETKMX
IIHEBMOCK/IEPO3, KOPHU YIJIOTHEHBI, CTPYKTYPHBI, Jua-
¢parma 06BIYHO PACIIONOXKEHA, CUHYCBI cBOOOAHBL. Cep-
1le He PacUIMPEHO.

o MPT ronosuoro mosra: MP-kapTuHa e[THIYHBIX 0YaroB
B 6€/I0M BelljeCTBe TOJIOBHOTO MO3Ta.

o MPT meffHOro oTfiena IO3BOHOYHNKA, CTPYITHOE KOHTpa-
cTupoBaHme: MP-kapTuHa 0CTeOXOHApO3a U epopMIu-
PYIOILETo CIIOH/MIe3a IeTHOTO OT/e/a IO3BOHOYHMKA.

YIbTpa3BYKOBOE MCCIeSOBAaHMEe MATKIX TKaHell MOsCHIY-
HOI 067TaCTH U MOYEK: TTATOJIOTUY He BBIABJICHO.

Anexrposnuedanorpadus — I3 (InTeIBHO): IPU3HAKY
pasjpakeHus CTBOJIOBBIX CPEIVHHBIX CTPYKTYpP TOJIOBHOTO
MoO3ra Me3019HIIe(paTbHOTO YPOBH:. JIOKaNTbHBIX HAPYIICHMIT
U TUIIMYHBIX GOPM 3IMIeNTU(POPMHOI aKTUBHOCTU He BBI-
sBneHo. Ha 18-11 jenp (17.02.2017) B oTHe/IeHNNM HelIpOpeaHu-
Manuy npu nposefeHny 9L NpUsHAKM SMUIENTUYECKOI aK-
TUBHOCTI He 3apUKCUPOBAHBDL.

OO6mmit aHanMM3 KPOBU P TIOCTYIUICHNN 6e3 OTKIOHEHUI!
OT HOPMaJIbHBIX 3Ha4YeHMIT. B 6noxnmmdeckoM aHanmse KpoBU
BBIABJIEHA IUIIEPXOJIeCTEPUHEMN, B OTIE/IEHN HellpopeaHn-
Mauuu ¢ 13.02.2017 oTMedeHbl OBBILIEHNE TAKTATAETULPOre-
Hasbl 1o 557 En/n, kpeatnndocdokunassl 1o 2744 Exn/n, mode-
BMHBI U KPEATMHMHA HECKOJIbKO Bblllle HOPMBI, CHUKEHNE
YPOBHSI KaJIvisi, Hab/II0ja/lich HapacTaoliye TUIIOIPOTeNHe-
MU ¥ QaHEMMSL.

ITpucTynbl MbIILIEYHBIX IOAEPTUBAHNI KYIMPOBAIN BBefe-
HiteM C116a30Ha BHYTPUMBILIEYHO U BHYTPUBEHHO, B OT/e/Ie-
HUN HellpopeaHnMany — 4epes mepgysop, B fanbHeNIIeM —
KOHTPONMPYEMblil HapKO3, IPOBOJAMINCH Ba3oNpeccopHas
HOAJEPsKKa, aHTUIIMPETUYECKIe MepOTIPUATIA, IIApeHTepab-
HOe U 30H/j0BOe 1TaHMe, npodunakruka rpom6osa. Kpome
TOrO0, 6O/IbHAS TI0/TyYaIa AHATIbI€TUYECKYIO, TUIIOTEH3VBHYIO,
ICUXOTPOIHYIO, AHTUKOHBY/IbCAHTHYIO, aHTUOAKTePUATIBHYIO,
racTpOIPOTEKTUBHYIO TePAIIO.

O6cyxaenne

Y nmanmentku ¢ CPY, nogTBep KIeHHBIM UMMYHOJIOTYECKH,
3abo/eBaHNe MPOAB/IANOCh MbILIIEYHON CKOBAHHOCTBHIO 03
BBIP@)KEHHOTO PacCTPONICTBA XOALOBI, MUOKIOHUAMHY, YITyCKa-
HUEM MOYM, SMOIMOHA/IbHBIMMI U BET€TaTUBHBIMM PacCTPOIi-
crBamn. [Toxoxue cnydan redenus CPY c npeobnagannem
MBIIIEYHBIX CITA3MOB HaJl PUTUIHOCTDIO OMMCAHBI B TUTEPATY-
pe [8]. OMo1IOHANIbHO-BeTeTaTVBHbIE HAPYIIEHN CBOJICTBEH-
Hbl CPY 1 1o4TH BCerga IpUCyTCTBYIOT Py HeM (TalMeHTKa
OblIa TOCIUTANTN3NPOBAHA C JUATHO30M «COMATO(OpPMHOE
PaccTpoICTBO»), HEINMIENITYECKUII TeHe3 MBIIIEYHbIX I110-
JlepTUBaHMII Y OIMCAaHHOI OOMbHON NOATBEPHKIANCA KaK K-

CBE[JIEHWA OB ABTOPAX

Hiryecky (60/1e3HEHHDBIE CIIa3Mbl, IPOBOLMPYeMbIe ITOJI0KEHN-
€M TeJIa, IIPUKOCHOBEHMEM OJIeK/Ibl, IPMHATIEM JyIIa), TaK 1
anekrpodusnonorndeckyu (OTCyTCTBIE SIMMICITIYECKOI aK-
tuBHOCTK Ha DT, B ToM uncne n 8 OPUT npu mmrensHO co-
XPaHABLINXCS MbILICYHBIX CIIa3MaXx).

JIMMyHOCyIIpeccuBHOE jedeHne (MeTHIIpPeHI30I0HOM)
IPUBOAWIIO K YTYYIIEHNIO CAMOYYBCTBIA Y PETPECCY CUMIITO-
MOB, a OTKa3 OT MUMMYHOCYIIPECCHBHOII Tepamnui IpuBe K 06-
OCTPEHNIO U YTSDKEIeHNIO IPOsABIeHNit 3aboneBanns. Jleue-
HIe BBICOKMMU ffo3amu iuasenama (B OPUT uepes nepdysop)
6e3 IpUMeHeHUA MMMYHOCYIIPECCOPOB He ITO3BOIUIO KyIIN-
POBaTh HU HOCTOSIHHYIO MbILICYHYIO aKTUBHOCTD, HU IM3aBTO-
HOMIIO, OT TsDKEJIBbIX IIPOSAB/IEHNIT KOTOPOI1 60/IbHAs U HOTHO-
na. [IpuBeeHHbII CTyYail JeMOHCTPUPYET aTUIMYHOE Tede-
HJe PeJIKOTO ayTOMMMYHHOTO 3a60JIeBaHNA, YTO 3aTPYHUIO
IMArHOCTMKY U TEPAINio.
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