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Pesrome

Lean nccienoBannss — MpoaHATM3UPOBATh KIMHIUUYECKUE 0COOEHHOCTH CHHAPOMa 3a/IHel 00paTuMoii 9H-
ueganonarud. Marepuanabl 1 MeToabl. [IpoBeieHbI aHANM3 ¥ CUCTEMaTH3alusl TJaHHBIX OTEYECTBEHHOHN U 3a-
PyOeKHOI TUTEpaTyphl IO 0COOCHHOCTSAM MaTOTeHe3a, KITMHUIECKUM MTPOSIBJICHUSIM U JICUSHHIO 3aHel o0paTu-
Motli sHIIehanonaruu. Pesyabrarsl. PaccMoTpeHb! ocHOBHBIE (hakTOphI prcKa, 3THONOTHS U quddepeHnnansHas
JIMarHOCTHKA JaHHOTO cuHApoMa. [IpencTaBieHo KIMHIUUYECKOE HAOMIOeHNE MAeHTa ¢ 3alHel 00paTHMOit
sHIedanonariei, 1e00THpoBaBIIek Ha (JOHE apTepHanbHON THIIepTeH3NH. 3ak/awdyenne. B cuiny peakoil Bctpe-
4aeMOCTH JIOCTYITHOCTb CBEJICHHI O MaToreHese, KIMHUKe, AuddepeHInaIbHON JHarHOCTHKE U JICUCHHIO 3a]1-
Hell oOpaTtuMoii sHIedanonaTun octaeTcs HeBbIcokoil. CoBepiieHCTBOBaHUE TUPPEPEHIIMPOBAHHOTO BBIOOPa
CTELUATUCTOM METOIOB HHCTPYMEHTAIbHOM JMarHOCTUKH, B YACTHOCTH MAarHUTHO-PE30HaHCHOH ToMOrpaduu,
CIOCOOCTBYET YIIYUIIICHUIO BBISBICHUS U Au(epeHIanbHON JUarHOCTUKH JaHHOTO 3a0oieBanus. Yacro Ha-
OJrofaeTcs CIOHTAHHBIM Perpecc KITMHUYESCKUX MPOSBICHHH 3a00JIeBaHMs, OTHAKO CYIIECTBYIOT ClIy4an HE00-
patuMoi 3a1Hel SHIedaTonaTHH.

KiroueBble ciioBa: cHIpOM 3a1Hel 0OpaTiMoii sHIedasonatum, Ba30reHHBIH OTeK, ToJI0BHas 00Jb, TICH-
XHYECKUE HAPYLICHUS, SIIIETITUIECKUN TIPUCTYII
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Abstract

Objective. To analyse the clinical features of posterior reversible encephalopathy syndrome. Design and
methods. We carried out analysis and systematisation of national and international literature on the pathogenesis,
clinical manifestations and treatment of posterior reversible encephalopathy. Results. The main risk factors,
etiology and differential diagnosis of this syndrome are considered. A clinical case of posterior reversible
encephalopathy manifested in a patient with hypertension is presented. Conclusions. Due to its rare occurrence,
the information on the pathogenesis, clinical manifestations, differential diagnosis and treatment of posterior
reversible encephalopathy remains scarce. Advancements in diagnostic methods, in particular magnetic resonance
imaging, contribute to better detection and differentiation of this disease. Spontaneous regression of clinical
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manifestations of the disease is often observed, but irreversible cases can occur.
Key words: posterior reversible encephalopathy syndrome, vasogenic edema, headache, psychiatric disorders,

epileptic seizure
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Beenenue

Cungpom 3amHelr oOpaTumoit sHIEdaNonaTHH
(PRES — posterior reversible encephalopathy syn-
drome) — 3T0 OCTPO/MOAOCTPO pa3BUBAIOIIAACS DH-
nedanonarus, accouuupoBannas ¢ MP-npusHakamu
MOAKOPKOBOTO Ba30r€HHOT'0 OTEKA MIPEUMYILECTBEHHO
B TEMEHHO-3aThII0YHOM oOnactu [1]. Tepmun «obpa-
TUMas» B JaHHOM CJIy4dae YKa3bIBaeT Ha CIIOHTaHHOE
paspeleHre BOSHUKIINX HEBPOJIOTMYECKUX HapyIle-
HHH BO BpEMEHHOM IIPOMEKYTKE OT HECKOJIBKIX 4aCOB
mo 7-8 nmueit [2]. PRES sBnsercs MHOrO(GakTOpHBIM
cunapoMoM (Tabm. 1, amanrrupoBano u3 [3]). YacTeimu
Tpurrepamu pazsutusa PRES siBrsirorcst npesknamricus,
XUMUOTEPANHs, OCTPbIE ITIOMEPYIOHEDPUTHI U apTe-
puanbHas runeprensud. Ilpu stom romepynonedpu-

THI aCCOITMMUPOBAHEI C YBEIUYCHHEM 3a00JIEBACMOCTH
y IeTEH, a apTepHallbHasi THTIEPTCH3MS — Y B3POCIBIX
crapmre 20 ner [2].

ITatorene3 PRES HeogHO3HAauYeH, B CBSI3H C YEM
Ha CETONHSIIHUA JCHb CyIIECTBYET HECKOJIBKO TEO-
puit pazButHs gJaHHOTO cuHApoMa. OJHA U3 HUX pac-
CMaTpUBaeT HAPYIICHUE ayTOPETYISIUA MO3TOBOTO
KPOBOTOKA C YBEIMUYCHUEM MPOHUIIAEMOCTH COCY/IOB,
MOBPEXKICHIEM TeMaTodHIle(atnieckoro dapbepa
Y pa3BUTHEM BTOPUYHOTO Ba30T€HHOTO OTEKa BCIE-
CTBHUE OBICTPO HAPACTAIOIIETO YPOBHS apTEPUATHHOTO
naBneHus [4]. OgHako mo3aHee ObUIO BBISBICHO, YTO
JTAHHBIN CHHAPOM BO3HHKAET U y TTAIIHEHTOB C HOPMO-
TeH3nel. B cBs3u ¢ 3TUM ObLTa MpeiokeHa TUIoTe3a
0 TIEPBUYHOH POJIM SHAOTETHUANBHON TUC(YHKITIH KaK
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Tabnuya 1

@®AKTOPBI PUCKA PASBUTHS CUHIAPOMA 3AJTHENA OBPATUMOM SHIE®AJIOIIATHA

3a0oJieBaHNs, CHHAPOMBI M COCTOSIHMA

JICKapCTBEHHBle U HAPKOTHYECKUE CPEACTBA

- AprepuainbHasi THIIEPTEH3HS;

- Madexmonnslie 3a0601eBaHus (CETICUC, CHHIPOM
CHUCTEMHON BOCTIAJIMTEIPHON PEaKIIiH);

- 3abosneBaHus 1ovek (OCTPBIN IIOMepyIoHeppHT,
oCTpast MoYeyHasi HeA0CTATOUHOCTD);

- l'emaronornueckue 3aboneBaHus (TpoMOOTHIECKAs
TPOMOOIUTONIEHUYECKAs! TypITypa, JTeHKeMuUs 1
JUM(OMBI, CEPITOBUIHOKIICTOUHASI AHEMHS);

- AyTouMMyHHBbIe 3a00eBaHus (CUCTEMHast KpacHast
BOJTYaHKA, CKIICPOJCPMHs, Ay TONMMYHHbIE BaCKYJIHUTHI);

- TpaHCcIUIaHTaNUS KOCTHOTO MO3Ta HITH PYTUX OPTaHOB;
- Curnpowm ['nitena—bappe;

- YpeMHuueckuii CHHIPOM;

- DKJIaMICHS/TIPEIKIAMIICHS,

- Iopdupus;

- [lepenuBanue KpoBwy;

- FI/IHepKaJIBHI/ICMI/IH, TUIIOMarHuEeMHus

- Hapkotuku (am¢eramuH, KokanH, MeheapoH);
- Beicokue 10361 CTEpONI0B (METHITIPETHU30JIOH);

- MHruOuTOpHI THPO3WHKUHA3HI (11a30TaHu0, copadeHuo,
CYHUTHHHUO);

- Xumuorepanus (uTapaOuH, MUCIDIATHH, TeMINTa0WH,
OKCaIUIUIaTHH, OeBarm3yMad, GTOpIUpUMUINH,
THa30(ypUH, HITMIAMYMa0, TATHIOMHI, allaTHHHO );

- IMMyHOzenpeccanThI (IIUKJIOCTIOPUH A, TAKPOJIUMYC,
METOTPEKCaT, CUPOIIUMYC);

- BozneiicTBre KOHTPACcTHOTO BelecTBa (KOPOHAPHAS HITH
nepebpanbHas aHruorpadus);

- OTMeHa aHTUTUIIEPTEH3UBHBIX CPEJCTB;
- BHyTpHBeHHOE JIeueHe IMMYHOTJIOO0YJIMHOM;

- 3H-Tepamnust npu cybapaxHOMIAIEHOM KPOBOU3IHSIHUH
(mpodunaxkTrka u Je4eHue 1epedpaibHOTo Bazocna3sma
C TUIIEPBOJIEMHEH, TUIIEPTEH3UEH 1 TeMOIMITIONHEH);

- DOPHUTPOIIOATHH;

- UununaBup;

- NBabpagux

KJTFOYEBOTO 3B€HA MAaTO(PU3NOTIOTHIECKOTO MEXaHN3Ma
pa3BuTHsA JaHHOTO cuHIpoMa [ 5]. Taxke BBIAETSAIOT UM-
MYHOT€HHYIO TEOPHIO, OIMCHIBAIONTYI0 T-KJIETOUHYIO
AKTUBALIMIO U IUTOKUH-OMIOCPEI0BAHHOE OBPEXKICHUE
SHAOTENUS, U HEHPONENTUAHYIO TEOPHUIO, CBA3AHHYIO
C M30BITKOM BBIIEJICHUS YHIO0TENINHA, [IPOCTALUKIINHA
1 TpoMOOKCcaHa A2 B MO3TOBOM KPOBOTOKE [6].
JlmarsocTruka cHHAPOMa OCHOBaHA Ha OILIEHKE Ka-
TaMHE3a, & TAKXKE PE3Y/IbTaTOB MarHUTHO-PE30HAHCHON
tomorpadun (MPT). TUNHYHBIMU KIHMHUYECKUMH
MPOSIBJICHUSIMM 1aHHOT'O CHHIpOMA SIBJISIOTCS CYZIO-
poru, roioBHas 00yb, CIIyTAaHHOCTH CO3HAHUS, Ha-
pYLIEHHE 3pEeHHA, a TaKKe YacTO MPEIIeCTBYIOIMas
Pa3BUTHIO JaHHOTO CHHIPOMA apTepuaibHasi Tumep-
teHsus [6]. MPT sBnsiercs 30JI0TBIM CTaHAAPTOM
B muaraoctuke PRES. [l Hero xapakrepHo mopasxke-
HHUE TEMEHHO-3aThUIOYHON 00sacTH B O0MbILeii cTemne-
HU, peXe OTMEYaeTCs BOBJICUCHHUE B MTATOJIOTUUECKUI
IIpolecc BUCOYHOM U JI0OHOM nmoneit [7, 8]. Ompene-
nsiemble MP-13MeHeHns runepuHTeHcuBHE Ha T2-BU
(T2-B3BemeHABIX N300paKEHUAX ), a Taroke Ha FLAIR
(Fluid attenuation inversion recovery — mocieaoBa-
TenabHOCTh MPT «MHBEpCHSI—BOCCTAHOBIEHUE) C MO-
JaBJICHWEM CUTHAJIa OT CBOOOTHOH >KHIKOCTH) U CO-
OTBETCTBYIOT Pa3BUTHIO Ba30I€HHOTO OTEKAa, KOTOPHIH
3a4acTyl0 OXBaTbIBaeT 0e€j0e BEIIECTBO IONyIIapui,

OJTHAKO TIOpaykKeHHE CEpOTO BEIIECTBA TAK)KE BOSMOXK-
Ho [9].

Knuandeckas kapTuHa CHHApPOMA 3aiHEH o0paTu-
MO 3HIIe(aronaTid He UMEET YETKUX yTBEPKICH-
HBIX KputepueB. [Ipu 3TOM ero mposiBICHUSI CXOIHBI
C CHMIITOMaMH MHOTHX 3aboneBanuid. Tak, mudde-
penuuanbHas nuarHoctuka PRES Bkitouaer psig kak
YacTo BCTPEYAOIINXCS, TaK U OoJiee peIKUX HO30IOTHi
(tabmn. 2, amanrtupoBano u3 [6]). BaykHO yuuTHIBaTH, 4TO
sH1e(daIonaTys B paMKax JaHHOTO CHHIIPOMa He BCeT-
Ila siBJIsieTCs 3amHeit u ooparumoit [10]. B uccnemona-
Huu P.R. Pereira u coaBropoB (2015) mpencraBieHo
14 cayuaeB PRES, cpenu KOTOpPBIX BOBIIEUEHHUE B IMa-
TOJIOTUYECKUN TPOIIeCC JIOOHBIX OTAENIOB OTMEYEHO
B 64,2 %, a Mmo3xkeuka—B 42,8 % [10]. [Tomumo 3TOTO,
omrcaHkl cimydan Heooparnmoro PRES, commpoBoskmaro-
IIETOCS MHBAIMAM3AIMEH AIlMeHTOB WU JICTATBHBIM
ucxonoM [ 11]. Tak, TepMUHBI «3aHsISD U «0OpaTuMash»
JIUIIb OTYACTH COOTBETCTBYIOT IIPOSBICHUSM TAHHOTO
cunapoma [10, 11].

Jleuenne TaHHOTO CHHIPOMA 3aKITIOYAETCS B TIO/I-
0Ope CHMIITOMaTHYECKOW Teparuu, Ha OHE Yero J0-
CTHUTaeTCs MOJHOE pa3pelieHne KINHUIECKUX MPOsB-
neHudt [12]. @apmakorepanus BKIOYAET aHTUTHUIIEP-
TEH3UBHBIE U MTPOTHBOAUIICIITUUECCKHIE MPEapaThl
B COYETAaHWU C UCKITFOYEHHEM IPOBOLIUPYIOUIETO (hak-
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Tabnuya 2

PacnipocTpaneHHbIe 3200J1eBaHUS

Penxue 3a00,1eBannst

- [lepBruHas/BTOpHYHAsI TOJOBHAS OO,
- llepeOpoBackymsipHas 00IE3HB;

- OcTphIil paccesTHHBIN SHIICPATOMHUEIINT;
- Toxcuueckas sHLEDaIONaTHs;

- Merabonuueckast sHLe(aIonaTus;

- MndexunonHsle sH1ICDATUTEHL;

- DKJIaMIIcus

- ONWIEeNTHYECKUH CTaTyc;

- 31I0KavYeCcTBEHHbIE HOBOOOPa30BaHMS,

- CuaapoM 00paTUMOi 1epedpanbHON Ba30KOHCTPUKIINM;
- [NapaneoracTuyeckue SHuE(DATUTHI;

- AYyTOMMMYHHBI€ SHIE(DaIUTBI;

- HELLP cunapowm;

- CADASIL;

- OcMOTHYECKH TeMUESTUHI3UPYIONIINI CHHAPOM;

- PagnanmronHoe Bo3elicTBIE

Mpumeuanue: HELLP — H (hemolysis) — remonus, EL (elevated liver enzymes) — moBbIlIeHre aKTHBHOCTH (PEpPMEHTOB TI€de-
Hu, LP (low platelet count) — tpomOorronenns; CADASIL (cerebral autosomal dominant arteriopathy with subcortical infarcts and
leukoencephalopathy) — uepeOpanbHas ayToCOMHO-IOMHHAHTHAS apPTEPUOIIATHS C CYyOKOPTHKAIBHBIMU HH(APKTAMH U JeHKOIHIEha-

JIOnaTUeu.

Topa. OJTHAKO CTOUT YIUTHIBATh, YTO HA CETOMHAIITHUN
JIEHb OTCYTCTBYET yTBEpIXKICHHAs TaKTHKA JICUCHUS
PRES ¢ npuMeneHneM MpOTUBOATHIICITHYCCKUX TIpe-
napatoB [1]. B OonbIuHCTBE Cily4aeB MporHo3 3a0o-
JIEBaHUS OCTaeTcs OJarompusATHBIM, W HAOIIOmaeTCs
MOJIHOE KJIMHUYECKOEe BEI3opoBieHue [13].

Leap uccaenoBaHus — NPOAHATU3NPOBATH KIIH-
HUYECKHE 0COOCHHOCTH CHHAPOMA 3aJHEH 00paTuMoit
3HIeaoNaTuy.

MarepuaJibl 1 METOIBI

IIpoBeneHbI aHANIN3 M CHCTEMATH3AIMs JTaHHBIX
OTEUECTBEHHOUW W 3apy0eKHOU JITEpaTyphl MO 0CO-
OCHHOCTSIM TaTOTreHe3a, KIMHUYSCKAM TPOSIBICHUSIM
1 JICUCHUIO 3aIHel oOpaTuMoi »HITE(haIomaThy.

Kaunnyeckuii ciayqai

MammenT X., 48 51eT, MOCTYNUI B MHOTONIPO(QUIIb-
HBIH CTAIIOHAP, %aJl00 HA MOMEHT OCMOTpa He PeIb-
SBIISUT BBUIY AC30PHEHTHPOBAHHOCTH BO BpPEMEHH,
NPOCTPAHCTBE M COOCTBEHHOM JTMYHOCTH.

AHamHe3: 3a Be Helenu 10 nebrora 3aboieBa-
HUSI B MHOTOITPO(HIFHOM CTallMOHAPEe MAalMeHTy ObLT
yCTaHOBJeH auarxHo3 «l'mmeproHunueckas Oone3Hb
Il ctaguu. ApTtepuanbHas TUNepTeH3us 1-i creme-
HU». bpljla pekOMEH10BaHa aHTUTUIIEPTEH3UBHAS Te-
panus, sHajanpuia 5 mr 1 pas B neHb. Uepe3 Hemeno
MAIEeHT CTaJl OTMeYaTh MOBBIIIEHUE CUCTOINYECKOTO
aprepuanbHoro naieHus 1o 170 MM pr. cT. Ha poHe
MIPOBOAMMOTO JieueHus. Uepe3 JeHb OTMETHII ITOBBIIIIE-
Hue TeMrneparypsl Tena 10 38,5 °C 1 BO3HUKHOBEHUE
rojoBHOU Oonu. Ha ciemyromuit feHh CHUMIITOMBI CO-
XpaHsuTuCh. BeuepoM Toro ke THS BHIMMI OOKasl BU-
Ha, IIPU 3TOM, CO CJIOB POACTBEHHUKOB, aJIKOTOJIEM OH

He 3710ynoTpebisut. Ha cnenyromuii ieHb cTai pacte-
PSIHHBIM, ITyTaJCS B CII0BAX, OTMEUATIUCh IMOLUOHAIIb-
Hasl JIAOWITLHOCTD, JIEMEHTHI arpeCcCHd, O CITPHIMHHBIN
cMex. B Teuenme nByx ciemyromux THEH CUMIITOMBI
COXPAaHSUIHCH, a TAK)KE 0TMEYAI0Ch HApyILIEHUE KPAaTKO-
BpeMeHHO# naMaTu. Ha crenyromuii 1IeHb pa3Buiiach
JI€30pUEHTALMS, 3aCThIBAJ IIPU BHIIOJIHEHUH Pa3iIvy-
HBIX IEUCTBUN U CMOTpPEN B OHY TOUYKY, HE MOT CaMo-
CTOSITEJIEHO OJIEThCS M 00YTHCS, HE MOT TI0JIh30BAThCS
teneonoM. Ha cnenyrommii 1eHb TOCTUTAIN3UPOBAH
B MHOTOMPO(QWIBLHBIN CTAITHOHAP, T/Ie ObLIa BHIMOJTHEHA
koMmsioTepHas Tomorpadus (KT) romossr— 6e3 maro-
soruu, MPT rojioBHOTo MO3ra He BBIIIOJIHSIIOCH BBULY
MICUXOMOTOPHOTO BO30OyxaeHUs. [Ipu mocTymineHuun
KOHCYJIFTUPOBaH ICHUXUATPOM, YCTAHOBJIEH IUArHo3:
«Octpsiit cuxo3». Yepes aABa AHA OTMEUYaAJIOCh IO-
SIBJICHHE paHee OTCYTCTBYIOILEH O4aroBOW HEBPOJIO-
THYECKOM CUMIITOMATHKY B BUJIE TITO3a MPABOTO BEKa,
HapyIIeHUs! QYHKIIUU Ta30BbIX OPTraHOB IO THITY IIe-
puoanueckoro Heaep:kanus. [1o pesynpraram moBTop-
HOM KOHCYJBTAIIMM TICUXUATPA YCTAHOBICH TUATHO3:
«CymepeuHoe noMpadueHue co3HaHus». Uepes3 eHb
TIepeBe/IeH B OT/eNIEHUe peaHUMallii 1 HHTEHCUBHOM
Teparnuy, BHITIOJHEHA JIIoMOanbHast MyHKIHS (OeIoK
0,21 /i1, uro3 1 k). [1o pe3ynasratam ocMOTpa HEBPO-
JIOTOM YCTaHOBJIEH AUarHo3: «OCTphIil TUCCEMUHUPO-
BaHHBIN JHIIE(ATOMHUEITUT), BCIEACTBIE YETr0o MPOBO-
JIAIACh MyAbC-Tepanus MeTuinpeann3ononoM 1000 mr
BHYTPUBEHHO KarejlbHO, 5 ceancoB — 0e3 addekra,
a TaKke€ aHTUTHIIEPTEH3UBHAs TEpamus JI03apTaHOM
100 mr 2 pa3a B neHsb. [lo3nHee nanueHTy BBIIOTHEHA
MPT royioBHOr0 MO3Ta ¢ KOHTPACTUPOBAHUEM, T10 JaH-
HBIM KOTOpOH onpeesiniuch MP-npu3Haku HopaskeHust
KOPBI OOJBIINX TONYIIAPHHA B TEMEHHO-3aTBLUIOYHBIX



obnactsix. B ¢Bs3u ¢ 3TUM manueHTy OblI yCTaHOBJIEH
nuarHo3: «OHredanut HeyTouHeHHBIH. [Icuxoopra-
Hudeckuil cuapom. CyMmepeyHoe noMpadeHne Co3Ha-
Husl. JIByXCTOPOHHSIS IMPAMUIHAS HEAOCTAaTOUHOCTDY.
B crnepyromue cyTku manueHt ObLI IEepeBe/ieH B He-
BpPOJIOTMUECKHUI CTallMOHAp.

Hesponornueckuii craryc Ipy NOCTYIUIEHUU: 1€30-
PHEHTALMs B IPOCTPAHCTBE, BPEMEHU U COOCTBEHHOI
JIMYHOCTH, KOHTAKT C ITAIlHEeHTOM 3aTpy/IHEeH, Ha BOIIPO-
CBI HE OTBEYAEeT, KOMaHIbI HE BBIMONHSET. DIyKTyanus
Ka4eCTBEHHOTO YPOBHSI CO3HAHHS B T€UEHHE CYTOK:
OT BO3MOXHOCTH OJHOCJIOKHO OTBETUTH Ha BOIIPOC
Y BBITIOJHHUTD MPOCTYIO0 KOMAHAY JI0 alaTHH C AIH30-
JaMH TaJUTIOLMHATOPHBIX (PEHOMEHOB M CIOHTAHHOTO
cmexa. [masnple menu cyxensl, D > S. DHopTatsM
ciesa. [Ipexoasdiee pacxosiieecs KOCOINIa3ue 3a CUET
OTBEZICHHS JIEBOTO V132 BHU3 M KHAPYKU, HCUE3AET IIPU
oOparieHun K nauuenty. [IpeassBiseT paccTpoiicTa
[IOBEPXHOCTHOH YYBCTBHUTEIBHOCTH B 00IAcCTH JIULA
B BHUJIC IByXCTOPOHHEW TUIIEpECTe3nH, pearupys 6o-
JieBoit rpuMacoil. Touku BbIX071a BETBENH TPOMHUYHOTO
HepBa OoJe3HEHHBIE ¢ 00erX CTOpoH. Peduekchl opaib-
Horo aBromarn3Ma (bexrepera, Mapunecky—PanoBiaun
crpaBa). MbIIIeUHBIH TOHYC B KOHEUHOCTSIX Auddys3-
HO cHIKeH, D = S. deHoMeH npoTUBOAEPKAHUS B KO-
HeuHOCTsX. [J1y0oKkue pedrekchl ¢ pyK U HOT JKUBBIE,
S > D. Ilatonoruueckre mupaMuIHbIe KUCTEBBIE ped-
nexcsl (Poccomumo, SIkobcona—Jlacka c 06enx CTOpoH).
[TaTonorunueckue nupamMuaHbIE CTOIHBIE PEQIICKCHI
(babunckoro, 'mpiibdepra, Yennoka, [poccmana cripa-
Ba, HETIOCTOSIHHBIN pedrekc badunckoro cnesa). Ilo-
BEPXHOCTHBIE OPIONIHBIE pedrekchl HU3KHE, OBICTPO
ucromatorcs, D = S. [Ipenpasnser HapyluieHue Mo-
BEpXHOCTHON YyBCTBUTEIHLHOCTH B Buae muddy3Hoi
rurnepecte3nn. OnpeaensoTcs MeHHHIealbHbIe 3HAKN
(pUruAHOCTD 3aTHIJIOYHBIX MBIIILL, JIAAbEBUAHBIA KH-
BoT, cuMnToM Kepepa, cumnrom MeHzens, ciMITOM
MounnoHe3u, CHMITOM CKyJ0Bo# bexTepeBa, cuMnTomM
Cunbopennu). B octanbHOM — 6€3 MaToIorvH.

C yueroMm coderanust GpayKTyalui KaueCTBEHHBIX
XapaKTEPUCTUK CO3HAHUS C OHaroBOM CUMIITOMATUKOMN
npoBoauica AuddepeHranbHbI JUarHo3 ¢ ayTOUM-
MYHHBIM JIuMOndeckuM (aHTH-NMDA) sH1iepanurom,
BO3MOXXHOH BHPYCHOW M OaKTepUaNbHOW MPUPOAOH
3a005IeBaHNs, TAPAHEOINIACTUIECKUMHU TPOIIECCaMH
C BOBJICYCHHEM LICHTPAJILHOI HEPBHOM CUCTEMBI, B CBSI-
3W C Y€M BBHINIOJIHEHBI HIDKENPEICTaBIEHHBIE HCCIIe-
noBaHuA. Pe3yneraTsl 1abopaTopHOTro 00CIeJ0BaHHA:
B OMOXMMHMYECKOM aHAJIN3€ KPOBU OIIPEAEIICTCS TOBbI-
LIeHHE YpoBHs anaHuHaMuHOTpanchepassbl (AJIT) —
107,5 ME/n (mopma mo 40 ME/xn). IlpoBeneH ananus
kpoBu Ha Hanuuue JJHK Bo3Oyauteneit nHpeKnroH-
HBIX 3a0osyeBanuii (mutomeranoBupyc (CMV), Bupyc
rernatuta C 1 u2 (HCV1, 2), Tokcorurazma Toxoplasma
gondii, Bupyc Onmreiina—bapp (EBV), Bupyc repme-

JguHudecknii cixydait / Clinical case

ca yenoseka 6-ro tuna (HHV6), kops) metonom mo-
nuMepaszHoi nermHor peaknum (ITL[P): obmapyxkeHa
JHK Bupyca Onmreitna—bapp. Pesynprar ananmnsa
mukBopa Ha Hamnume [IHK Bo3Oyaureneit nHbeknn-
onHbIx 3aboneBanuii (CMV, HCV 1,2, Toxoplasma
gondii, EBV, HHV 6) meronom I[P — oTpumarens-
HBII; 0AKTEpHOIOTHYECKOTO aHAIN3a JINKBOPa — OT-
puLaTeNbHbIN; aHanu3a autures K NMDA-peuentopy
B JINKBOpE — OTpHIarensHblif. Onpesenenrne aHTH-
HEHPOHAIBHBIX aHTUTE METOAOM HENPSAMON peaKkiuu
ummyHo(uryopectennun (HPU®D): pesynsrar orpura-
TeabHBIA. IMMyHONIOTHYECKUH aHAMU3 KpOBU (KIe-
TOYHBIN): Y 00CIIeyeMOro NayueHTa KOJINIeCTBEHHBIX
HapyUIeHUH CO CTOPOHBI OCHOBHBIX cyOmomysiuuii T-
1 B-muMponnTOB M HATYpaIbHBIX KHIIJIEPHBIX KIETOK
He BbLsIBIICHO. [Ipu onieHKe MasbIX CyOnomyIsuii Tum-
(hoTIMTOB OTMEYaeTCsl HEOONBIIIOE MOBBIIIICHUE TIPO-
neHTa akTuBupoBaHHbIX HLA-DR+-T-nmumdonuror
(CD3+ HLA-DR+ —12,9%) 1 akTUBHPOBaHHBIX
HLA-DR+-NK-knerok (CD56+ HLA-DR+—3,1 %),
a TaKKe HeOOJIbII0E CHIKEHUE OTHOCUTEIBHOTO U a0-
COJIIOTHOTO KOJMYECTBAa aKTHMBHUPOBAHHBIX B-kiieTox
(CD3-CD25+—0,2%/0,01 x 10%71) 1 T-KI€TOK C 9KC-
npeccueit Mapkepa HaTypaJbHBIX KHJIEPHBIX KIETOK
CD56 (CD3+CD56+—0,7%7/0,01 x 10%1). Konuen-
Tpauusi UMMYHOTJIOOYTHHOB KiaccoB A, G u M, ypo-
BEHb LUPKYIUPYIOIINX UMMYHHBIX KOMIUIEKCOB B ChI-
BOPOTKE KPOBH B Ipe/IeIax HOPMBI.

Pezynemamul uncmpymenmanvrozo obcredosanus

[o marHbIM 351eKTpO3HIIEPanorpaduu (II1) ompe-
JIEJISUTACH JIe30pTaHu3aIus anbga-puTMa, IeprHoande-
ckast tuddy3Has AM3PUTMIES, BEIpaKEHHBIE 00IIEMO3r0-
BbI€ HI3MEHEHU:I, 0€3 MPU3HAKOB 04aroBOH M MAPOKCH3-
MaJIbHOW aKTHBHOCTH B ITOKOE U MPU (DYHKITUOHAITBEHBIX
nmpobax. OTkiIoHeHus B kKapTrHe D3I nMeeT OObIITH-
CTBO nanueHToB ¢ aHTU-NMDA -3HIIehauToM, OTHAKO
BBIIIEONTMCAHHBIN MOTYYEHHBIA Pe3yIbTaT OTCYTCTBUS
antuten kK NMDA-penientopy B JIMKBOPE MCKIIOUHIT
JMaHHBIA nuarHo3. Kpome Toro, ompeseneHHas nna-
THOCTHYECKasi CIIOXKHOCTH OblIa MPOANKTOBAHA MOIY-
yeHHbIMU pe3yasraraMu MPT ronoBHoro mosra B ne-
6rore 3a06omneBanus (puc. 1). IlomydeHHBIH pe3yasrar
MOKa3bIBAJI BECbMa 3HAUNMOe TUQQy3HOE MOpakeHNE
0eJI0ro BelIecTBa, 10 IO HE OTPAaHUYCHHOE KIlac-
CHUYECKHM BapHaHTOM 3ajHeil oOparumoii sHIedano-
naTuu, O6oiee XxapakTepHOE IJIsl IPOTPeCcCUpPYIOmIei
MHOT004YaroBoii JISHKO3HIIEhalIONaThy, epeOpaTbHBIX
apTEPHUOIIATHH C CyOKOPTHUKAIBLHBIMU (TIOAKOPKOBHI-
mu) undapkramu (CADASIL u CARASIL). Ognako
HIDKENPEACTaBICHHAs MTOCIEAYIONIas MOIOKUTEbHAS
HEHPOBU3yaIM3alMOHHAS Y KIMHHYSCKAs TUHAMUKA
(puc. 2), oTCYyTCTBHE TPAH3UTOPHBIX HUIIEMUYECKUX
arak ¥ JIAKyHapHBIX WH(APKTOB UCKIIIOUYMIM JTaHHBIC
COCTOSIHHS KaK MMPUYMHY MATOJIOTHYECKOTO MPOoIiecca.
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Pucynok 1. MarHuTHO-pe30HaHCHAsI TOMOrpagus roJJOBHOr0 MO3ra IMalieHTa
B JAe0IoTe 3a00JIeBAaHUSA

Ipumeuanne: A — axcuanbhblii cpe3, MPT T2-BU, npusnaku nuddy3Horo nopaxeHust 6enoro Bemectsa 000MX MONTyLIIapuit
ronoBHOro Mo3ra; b — akcuansnsiii cpe3, MPT FLAIR, npusnaku nuddysHoro mopaxenuns 0eoro BemecTsa 000X MoNymapuii ro-
JIOBHOTO MO3ra.

Pucynor 2. MarHuTHO-pe30HAHCHAA TOMOrpadua roJOBHOTO MO3ra IallMeHTa
mociie perpecca KIMHUYECKUX MPOSBIeHUI

Ipumeuanue: A — akcuanpnsiii cpe3, MPT T2-BU, npusHaky monoxuTenbHON JUHAMUKH B BHIE perpecca anddys3Horo mo-
paskeHHs1 OEJIOTO BeIlleCTBa 000UX MOJyIIApUii TOJIOBHOTO Mo3ra; b — akcuanbhelii cpe3, MPT FLAIR, npu3Haku MONOKHTEIbHON
JMHAMUKY B BHIE perpecca 1uddy3Horo nopaxxeHus 6enoro BemecTsa 000X MOTyIIapyii FOJIOBHOTO MO3ra.

B xome mpoBOAUMOTO JICUEHUS MAIMEHTY ObLIN
BBIIIOJIHEHBl BHYTPUBEHHBIE KaleiabHble HHGY3UU
pacTtBopa Maruus cyibdara 25 % uepe3 uHPpy30MaT
€O CKOpOCThI0 6 MiI/4. Taxke OblIa CKOPPEKTUPOBaHA
aHTUTHIICpTEeH3UBHAS Teparus (mo3aptan 100 mr/cyT,
Topacemun 5 mr/cyt). HaOmronanoce mocreneHHoe
YIy4dII€HUEC IO BBINICOIMUCAHHBIM CHMIITOMAaM. ITox-
HBIM perpecc KIMHNYCSCKUX MPOSIBIICHUH HAOIFOmancs

M0 MPOILIECTBHHU IECTH MECSIEB OT AedroTa 3aboe-
Banus. /lanueie MPT, BbINOTHEHHOH MOCIE perpecca
KJIMHUYECKOW KapTUHBI, TAKXKe YKa3bIBallM Ha paspe-
HICHUE 3a00JIEBaHMS, YTO MPOSBISIIOCH OTCYTCTBHEM
nrddy3HOTO MMOpaskeHNs OEITOTo BEeCTBa 000UX T0-
JyLIapuid TOJIOBHOTO Mo3ra (puc. 2).

Ha ocHoBanuu xano0, JaHHBIX KaTaMHe3a, He-
BPOJIOTHYECKOTO OCMOTPA, PE3YJIBTATOB JIAOOPATOPHO-



MHCTPYMEHTAIBHOTO 00CIIEAOBaHUS MAUCHTY OBLI
YCTaHOBIIEH JUArHo3: «3amHss odparumMas dHItedano-
narust (PRES-cunnpom) ¢ hopmMupoBaHueM JBYXCTO-
POHHEH CHMMETPHYHOH JICHKOIHIICQaTOTIaTHH 1 Pa3BH-
THUEM CUHApPOMaA CITYTAHHOT'O CO3HAaHUA, ABYCTOPOHHETO
MMAPAMHTHOTO CHHJIPOMA, TIIa30[[BUTATEIbHBIX HAPY-
IICHUN ¥ aKUHETUYECKOTO MyTH3May. [lanueHTy ObL10
PEKOMEHIOBaHO €KETHEBHO KOHTPOJIHMPOBATh apTePH-
aIbHOE NaBJICHHUE, a TAKXKE MPOJOJDKUTE ITOCTOSHHBIH
[IPUEM aHTUTUTIEPTEH3UBHBIX JIEKAPCTBEHHBIX CPEJICTB.

Oo0cy:xneHue

IIpencraBneHHbI KIMHAYECKUN Clydail IOKa-
3BIBa€T OCOOCHHOCTH Pa3BUTHS 3aJHEH 00paruMoin
sHMedanonarnu. I3BecTHO, YTO 3a [BE HEAETH 10 Jie-
OroTa 3a00JICBaHMS MAIMCHTY JUArHOCTUPOBAIH TH-
MIepTOHUYECKYIO 0oJe3Hb Il cTaguu ¢ MOBHITIICHHEM
apTepuaIbLHOTO JaBieHUs 1-# CTEeNeHH, OHAKO Yepes
HEJENI0 OTMEYANIach YK€ apTepHUalibHasl TUIIEPTEH3US
2-1i crenenu. /laBHOCTh BOSHUKHOBEHHS TIEPBBIX 3M1H-
30710B MOBBIIICHUS apTEPUAIBHOIO JABICHUS Y MalU-
€HTa J0 YCTaHOBICHUS THIEPTOHUYECKOH OOJe3HU
B MHOTOIIPO(HIILHOM CTaIliOHape Hen3BecTHA. TpyaHo
YTBEPKIaTh, ObLIA JIM MPEIICCTBYFOIIAs TUIIEPTESH3US
KITFOYEBBIM (PaKTOPOM B Pa3BUTHUH 3aIHEH 00paTHMO
SHIIe(aNoNaTHy, WIK OHAa BO3HUKJIA M COXPAHsIACh
MO3JJHEE BCIEACTBUE YK€ UMEIOLIEUCS YHA0TENNAIb-
HOU aucyHKIMH, KoTopas 1 npusena k PRES. Onnako
B uccnenoBanuu S. Racchiusa u coasropos (2019) ot-
MEYEHO, UTO apTepHaIbHAS THIIEPTEH3U MOXKET COITYT-
ctBoBath PRES 1 ObITE OTHUM 13 (aKTOPOB pHCKa ee
BO3HHKHOBEeHUS B 20—60 % ciygaes [6]. BBumy 3TOTO
HE CTOUT 3a0BIBaTh O BAXKHOCTH MCKIIFOUCHUS OCTPOM
THITEPTOHNYECKOM SHIIe(halIOaTHH y TIAIIMEHTOB C 3a/1-
Hell oOpatumMoit sHIedanonarueii [14].

BapmabenbHOCTh KIIMHUYECKUX TPOSIBICHUH,
O00IIMPHOE KOJIUYECTBO HO30JOTHUH, C KOTOPHIMU
MIPUXOAUTCS MPOBOANTH AU (EepeHIHATPHYIO TUa-
THOCTHUKY, MPEACTABISAIOT 3HAYUTEIbHBIE TPYTHOCTH
IUTsE Bpada-HeBpoJora. KommiiekcHoe mabopaTopHo-
WHCTPYMEHTaJbHOE 00CJIEeIOBaHUE MAalleHTa U OLIeH-
Ka KIMHUYECKUX MPOSBICHHUN CIIOCOOCTBYIOT BEPHOMH
JIMarHOCTHKE 3a/IHEH 00paTUMoii sHIIe(asonaTuu u mo-
3BOJISIFOT CBOEBPEMEHHO HadaTh JiedeHune. Kak ObLIO
oTMeueHo Bbilie, MPT gBisieTcd 30710TbIM CTaHJaAp-
TOM nuarHocTuku [7, 8]. Ho BaXHO y4UTBIBaTh, 4TO
TUIepUHTEHCHBHOCTH Ha T2-BH, a Ttaxxke Ha FLAIR
MP-u300pakeHUIX MOXKET OTMEYaThCs HE TOJIHKO
B 3aTBLJIOYHO-TEMEHHOM 00JIaCTH, HO U B BHCOYHOM
Y JOOHOM, a Takke B Tajamyce, 0a3abHBIX TaHIIIH-
X, CPETHEM MO3Te, MO3KEUKE, MO3OIMCTOM Teje [7,
8]. Ioseimenue ypoHs AJIT no 107,5 ME/n (aop-
ma 1o 40 ME/n) B OMOXUMHUYECKOM aHAJIM3€ KPOBH,
U3MEHEHUS B UMMYHOJIOTHYECKOM aHaJIN3e KPOBH,
a Takke omnpejensieMas B kposu meronom [P JIHK
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BHpYyca DniTeiiHa—bapp, BEpOsSTHO, CBA3aHO C Mepe-
HECEHHBIM MH(EKIIMOHHBIM MOHOHYKJIE030M. BaxxHO
YUUTBIBATH, YTO IaHHAS WHPEKIUS TAKIKE MOIJIa CTaTh
OITHUM 13 (PaKTOPOB PHCKa BOSHUKHOBECHHMSI 3aJHEH 00-
parumoti sHIepanonaruu. B xone oOcnenoBanus Obuin
WCKJTFOYEHBI TOKCHYIECKHE 1 MeTabomnyeckue dHieda-
JIOTIaTHH, pacCessHHBIHN CKIIep03, 3a00JIeBaHuUs CIIEKTPa
ONITUKOHEHPOMHUEIHTA, JISHKOIHIE(hATNTHI PAITAIHON
9THOJIOTHH, Ay TOUMMYHHBIE SHIEPaIUThI, B TOM YHCIIe
anTu-NMDA-3H1edanut. C yueToM HaJu4yus B aHaAM-
HE3€ SMHU30/I0B MOBBIIICHUS apTEPHUaTHHOTO IaBICHNUS,
OCTPOTO Pa3BUTHS XapaKTEPHOUN KIIMHUYECKOUN KapTH-
HBI SHIeanonaTnd 1 MP-1aHHBIX, THIIEPUHTEHCHB-
HBI CHTHAJI B TEMEHHO-3aTBUIOYHOM oOnacTu Ha T2-
BU u FLAIR-nmocnemoBaTeIbHOCTAX, UCKITFOUCHHS
BBIILICTICPEUNCICHHBIX 3a00JIeBaHUN U CUHAPOMOB,
a TaKke HePPPEKTUBHOCTH TEPAITUU CUCTEMHBIMH TITIO-
KOKOPTUKOCTEpouJaMu B fe0roTe 3a0osieBaHus ObLIO
BBIIBUHYTO TIPEIIOJIOKEHNE O CHHAPOME 3a/IHel 00-
parumoii sHuedanonaruu. Habmomnaemoe ycuieHue
curHaia B oonactu 1o0HbIX goner Ha T2-BU u FLAIR
MP-u300paxeHusIx He MPOTHBOpeuriIo quartozy PRES
¥ COOTBETCTBOBAJI0O HEXapaKTEPHBIM OCOOEHHOCTIM
KIIMHAYECKOW KapTUHBI. A KIMHUYECKHE MPOSIBICHUS
B BUJIC€ TUPAMUIHOTO CHHAPOMA, SMOIHUOHAIBHBIX
(uryKTyanuii, anatuu, CIIOHTaHHOTO CMEXa, AMHU30/10B
arpecCUBHOTO TIOBEJICHHUSI COOTBETCTBOBAIH MOPaXKe-
HUIO JTOOHBIX OTIEJIOB.

BBumy OTCYTCTBUS KaK OT€4E€CTBEHHBIX, TaK U 3a-
PYOEIKHBIX YTBEPHKIICHHBIX PEKOMEH/IAIHH 10 JICUCHHIO
3agHel 0OpaTuMol sHuE(dATONaTHH, HEOAHO3HAYHOM
3¢ hexTHBHOCTH MPUMEHEHUS Pa3IUYHbIX MPOTHBO-
SMUWICTITUYECKHX MPENapaTroB, a TAKIKE apTepUaIbHON
TUTEPTeH3NH Yy TAIlieHTa Ha MOMEHT OOCIIeIOBaHMUS
NPEANOYTHTEIBHO OBUIO MPUMEHEHUE MArHHS CYyib-
(ara [15]. CioHTaHHBIN perpecc KINHHICCKUX TIPO-
SBIICHUI HaOJIOAANCs MO MPOIIECTBUU HECKOIbKUX
MecsIeB HaOMIONeHHS 3a MAIUEHTOM.

Takum o6pazom, MP-kapTrHa B cOUETaHUH C KITH-
HUYECKUMU TMIPOSBICHUSAMHA JHIIE(ATOATHH TIPH HC-
KIIFOYEHUH CXOJHBIX HO30JIOTHI MO3BOJSET MPEIo-
JaraTh CHHIPOM 3aJHel o0paTuMoi 3HIedanomnaTum.
Opnaxo B nanHoM cinydae PRES conpoBoxxnancs ne-
XapaKTepHBIM BOBJIEUEHHEM JIOOHBIX aoned. OTcyT-
CTBHE OBICTPOTO BBIPaXKEHHOTO 3(h(heKTa OT MPOBEICH-
HOW Tepamnuu JAeNaeT NaHHBIM KIMHWYECKHH ciydyai
OCOOEHHBIM | MOATBEPKAAET THUIIOTE3Y, BBIIBUHYTYIO
S. Legriel u coaBropamu (2012), 4To HE KaXKIIblii CITy-
gait PRES oOparum B TeueHre HECKONBKUX JTHEH HITH
Hesesb nocie Aeorora 3adoneBanus [11].

3akirouenne

PRES—penxas hopma su1IEDaTonaTHm, 00yCIIOB-
JICHHAs PHJOTENMANBLHON NucyHKINEH ¢ pa3BUTHEM
Ba30r€HHOIO OTEKA MPEUMYILIECTBEHHO B 3aThUIOYHO-
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TeMeHHOU oOmactu. KimHUYeckue nposiBIeHUs AaH-
HOTO 3a00JIeBaHUSI MOTYT BBI3BIBATH 3HAYHTEILHBIE
TPYIHOCTH B €TO TWArHOCTHKE y Bpadeil-HEBPOJIOTOB
U ncuxuarpoB. [ToBeIIeHHE HHPOPMHUPOBAHHOCTH
0 JJaHHOW HO30JIOTHUU Oy/leT CrocoOCTBOBATh paHHEH
JIMarHOCTUKE ¥ HA3HAYEHUIO CBOCBPEMEHHOM TepaIvH,
YTO TaK)Ke aKTyaJbHO I Bpadei-TeparneBToB U Kap-
JIMOJIOTOB BBHUJlY YacTO BBIABISIEMOUN apTepuaibHON
TUIIEPTECH3UH, MPEIICCTBYIOIIECH BO3HUKHOBEHUIO
PRES. Xots Ha ceronHALIHUN IEHb CYIIECTBYIOT BO3-
MOYXHOCTH YCTaHOBJICHHsI JHarHo3a 3aJHel oOparu-
MO SHIIe(aTONaTHy Ha paHHUX dTarax, TOKa3aHHbIE
3¢ PEKTUBHBIC METOIBI TEPAITUH 1 MPODUIAKTHKH €1IIe
He paspaboTanbl. OOpaTUMOCTh 3a/iHEH dHIIedaona-
THUU OTMEUAETCSI HE BO BCEX BBISIBICHHBIX CITydasx, YTO
yKa3bIBaeT Ha CYIIECTBOBAHHE OTIPE/ICIIEHHBIX OCOOCH-
HOCTEH TeueHHUs 3a00JICBaHMUS.
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