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Cungpom Cycaka, 0030p 1 onucaHue KIMHUYECKOTO Caydast
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Cunapom Cycaka (CC) — kpaiiHe peakoe HEBPOAOTMUECKOe PacCTPONCTBO, XapaKTepu3yloleecs CUMMTOMaMM KAMHUYECKON TpH-
aAbl: 3HUeaAONATUS, PETMHOMNATUS U CHUXKEHME CAYXa. DTH HapyLeEHUS! BO3HMKAIOT M3-32 MMKPOAHIMOMaTMKU COCYAOB, KPOBO-
CHab>KaloLWmnX rOAOBHOM MO3r, ceTyaTKy M yAuTKy. CC valle HabAIOAQETCS Y MOAOABIX >KEeHLWMH. B cTaTbe npeacTaBAeH 0630p AKM-
TepaTypbl, MOCBSILEHHOW BONPOCam AMArHOCTUKM 1 Aedennst CC, 1 KAMHUYeckoe HabAloAeHMe NALMEHTOK C KAACCUYECKUMU MPK-

3HaKaMmn Tpraabl 3aboAeBaHMs.

KatoueBbie croBa: CHHAPOM CycaKa/ AMArHOCTHKa, Aed4eHue, rnporHo3.

Susac syndrome, review and clinical case
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Susac syndrome (SS) is an extremely rare neurological disorder characterized by symptoms of a clinical triad: encephalopathy, ret-
inopathy and hearing loss. These problems arise from the microangiopathy of blood vessels that supply blood to the brain, the ret-
ina and the cochlea. SS is more common in young women. The authors present a literature review on the diagnosis and treatment
of SS and the clinical observation of patients with classic signs of the disease triad.
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Cunnpom Cycaka (CC) — KpaiiHe penKoe HeBPOJIO-
TMIEeCKOE PACCTPOMCTBO HEYTOTYHEHHOM 3THOJIOTHH, T10-
paxkarolee apTeproJIbl YINTKU, CETYATKA M TOJIOBHOTO
MO3ra, KOTOPBIM OOJICIOT ITPEUMYIIECTBEHHO MOJIOIBIS
KEHITWHBI. BacKymuT (MUKpPOAHTHOIIATHS), BEPOSITHO,
“MeeT ayTOMMMYHHYIO npupony [1], 4To moaTBepxKaaeT-
¢Sl BOCTTAJIMTEIbHBIMUA M3MEHEHUSIMA MO3Ta, CETUYATKH,
VIUTKH, HaTmareM Hecnienmrdudyeckux anTuten (AT) K
SHIOTENMATbHBIM KIETKaM Y '/, 6oNbHBIX [2], oTBeTOM
Ha IMMYHOMOIYJHUPYIOIIYIO Tepanuio. 3a00IeBaHME Xa-
paKTepU3yeTCs TPUAIOH CHMIITOMOB, BKITIOYAIOIIIEi B ce-
05T OKKITIO3MIO BETBEU apTepyii CeTYaTKU, SHIIehasIoIa-
THIO 1 TyxoTy. OMHAKO Ha paHHUX CTAIUSIX MOTYT IIpH-
CYTCTBOBATh HE BCE ITPU3HAKY TPUAIBI, 9YTO 3HAUUTEITHHO
OCJIOXHSIET TMaTHOCTHKY.

C MOMeHTa IepBOTo ONMMCaHUI cuHapoMa B 1979 1.
B Mupe 0bI10 3apeructpupoBaHo 304 cayyasg CC [3], a
o gaHHbIM 1. Vodopivec u coaBr. [4] oT nekabps 2016 r.
— 405 cnyyas. CC valne pa3BUBaeTcsd y MAlIMEHTOB B BO3-
pacrte 16—40 ner, B 3,5 pasa yalie y XKEHIIWH, YEM Y MYyX-
ypH [3]. [TaTtorene3 CC ocraercs HessicHBIM. [Ipenmona-
raeTcsl pojib ayTOMMMYHHBIX MEXaHM3MOB, Ba30CITa3Ma,
KOaryJIOTIaTUM M BUPYCHBIX MH(EKINI, OMHAKO OHa
ocTaeTcsl HeJoKa3aHHOI [4, 5]. UHdeKMoHHbIe 32060~
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neBanus 1o ge6iora CC otmedeHsl B 19 ciydasx [2], xo-
T MHGEKIIMOHHEIN areHT KaK TPUITep 3a00JIeBaHMSI CUM-
TaeTcs MaJIOBEPOSTHBIM [6].

Knunuyeckas KapTuna

R. Rennebohm u coaBr. [1] mpennoXuin BbIIEIUTD
TPpU OCHOBHBIX BapMaHTa TeUeHUsT OOJe3HU: MOHO(A3-
HOE, MyJIbTU(}Aa3HOE U XPOHMYECKOE IIPOrpecCUpylollee.

MoHoda3Hoe TeueHUE C aKTUBHBIM TIEPUOIOM 10 2
Jier — HamboJiee yacTeiii BapuaHT CC. B 6onblinHCTBE
CJIydaeB IIPoIIeCcC CaMOIIPOM3BOJILHO KYITUPYETCST B TE-
yeHue 1—2 neT u 0oJbllie He BO30OHOBIsIeTCs. Boipa-
JKEHHOCTb CUMIITOMOB Ha ITPOTSDKEHUU 00JIE3HU MOXET
LIXUPOKO BApbUPOBATh, Y MALMEHTOB MOTYT Pa3BUBaThCS
MHOXECTBEHHbBIE 3MTU30/IbI SHIIe(aTonaTun, OKKIIO3UU
COCY/IOB CETYATKU MM CHUKEHMSI CITyXa.

ITpu mynbTH(a3HOM TEYEHUM OOOCTPEHMST MOTYT Ha-
crynathb yepes 10 et u 6osee ot gediota CC. B He60Ib-
LIIOM YMCJIE CIyYaeB y MalleHTOB OTMEYalOTCsl 000CTpe-
HUS 3a00JIeBaHUS B Iepuo 6osiee 2 JIET C pEMUCCUIMU
MeXay o0OCTpeHUSIMU. Y 4acTu MalueHTOB 3a00JeBa-
HUE OCTaeTCs MOCTOSIHHO aKTUBHBIM (C KOJIEOAHUSIMU
CUMIITOMOB) Ha MPOTSIKEHUHU 2 JIeT U boee.
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Tot axr, uro Tonbko y 13% nanuenrtos ¢ CC B ne-
OroTe 3a007€eBaHUs HabMOaATaCh XapaKTepHas KJIUHU-
yeckas Tpuajaa [3], uMeeT 0oJblIoe 3HaYEHUE, TOCKOJIb-
Ky OIPOBEPTAET TEOPUIO O TOM, UTO HAYaJIO 3a00JI€BaHUS
BCeraa BKJIIOYaeT B ceds1 nmosisneHue Hapymenuii HTHC,
BOBJICUEHUE BHYTPEHHETO yXa U OKKJIIO3UM COCYIOB CET-
yatku. [IpeanonoxeHue o ToM, YTO HATMYKE TTOJTHOMN
TpUaabl HEOOXOMUMO I OKOHYaTeIbHOro nuarHosa CC,
BEPOSITHO, SIBJISIETCSI OCHOBHOUW MPUUYUHON OITMOOUYHOMN
JMUATHOCTUKM.

T'osoBHas 601p — HauboJiee pacpOCTPaHEHHBIN
(80% cayudaeB) HayanbHbIA cuMnToM CC — MOXET 110~
SIBUTBCSI 32 HECKOJIBKO MECSIIEB 10 Pa3BUTUSL APYTUX
CUMIITOMOB. DHuedanonatus B 6onbinHcTBE (75%)
CJIy4aeB MPOSIBISETCS ICUXUIECKUMU HapyluIeHUsIMHU [7].
HauGosnee yacThiMU SIBASIOTCS U3BMEHEHUS TTOBEACHUS,
MapaHoiisi, KOTHUTUBHbBIE HAPYIIEHUS, CHIDKEHME TIaMsl -
TU, PACCESTHHOCTD U OBICTPOE Pa3BUTUE AEMEHIIUU. DTU
CHMITOMBI COMPOBOXIAIOTCS Pa3IMYHON OYAarOBO HEB-
POJIOTMYECKON NMATOJIOTUEN, KOTOpast, KaK MPaBWIO, Mo-
MOTA€ET OTJIUYUTH FHIIEDATONATUIO OT UCTUHHOTO TICU-
XUYECKOro 3a00JIeBaHUS.

XapaxktepHbiMU 11 aiiueHToB ¢ CC IBISIOTCS OK-
KJII03UU BeTBel apTtepuu cetyaTku (Branch retinal artery
occlusion — BRAO), nposiBiasiroliecs: B BUjae BHe3ar-
HOI MOTepU 3peHUs], 3aTyMaHEHHOTO 3pEHUs, OTPaHU-
yeHus noJjeii 3peHus. [anuentsl ¢ BRAO moryT ot™me-
yaTh (POTOTNICUU, CKOTOMBI, UHOTIA — MEPLIAIOIINE CKO-
toMbl. Ecii BRAO oTcyTCTBYIOT B Ie010Te 3a00JIeBaHMUS,
0O0JIbBHOMY TOJIXKHBI IPOBOJAUTHCS YACThIE OCMOTPHI CET-
yatku maza. BRAO MoryT BO3HUKHYTH B J11000€ BpeMmsi:
110, BO BpeMsl WU MOCJIe pa3BUTHUS SHIIe(haToNaTuu.

IloTeps cimyxa MOXET ObITb OJHO- WA IBYCTOPOH-
Hel U, KaK MpaBWIO, aCUMMETPUYHOI, C HApYLIEHUEM
MPEeUMYIIECTBEHHO B HU3KO- U CPETHEYACTOTHBIX IUa-
Ma30Hax, YTO BIUSIET Ha yXyIILIEHUE PACIIO3HABAHUS pe-
yu [8]. [TaTonornyeckre u3MEHEHUs, JTOKaTU30BaHHbIE
B MEePENOHYATOM JJAOMPUHTE, XapaKTePU3YIOTCS BbIpa-
>KEHHBIM TOJIOBOKPYXXEHUEM, Pa3MallIICTBIM HUCTarMOM.

OnucaH psn ciydaeB, KOTaa KpoMe KJIacCU4eCKOMn
Tpuansl CC, y 60JbHBIX pPa3BUBATUCH MOPAKEHUS MBIIIILI,
CYCTaBOB, BOZHMKAJIM KOXHBbIE MTPosiBieHus. JIuBeno cie-
JIyET paccMaTpuBaTh B Ka4eCTBE MOTEHIIMAIBHOTO Tep-
BOTO BO3MOXXHOTO Mpu3Haka 6oye3Hu [9]. OnHako au-
BEIO 13-3a OECCUMITTOMHOTO TIPOSIBIEHUS] MOXET OBITh
He AIUArHOCTUPOBAHO Yy MAIMEHTOB C 3HIIedaionaTuei
npu CC.

AunarHocruka

YuuTthiBasi OTCYTCTBME HaAeXXHBIX OMOMapKEpPOB,
nrarHo3 CC ycTaHaBIMBaeTCs TJIaBHBIM 00pa30oM Ha OC-
HOBaHUYU KJIMHUYECKUX CUMIITOMOB, PaIlOJIOTMIeCKIX
KPUTEPUEB M XapaKTePHBIX OCOOCHHOCTEM ITpU (III00-
peclieHTHOU aHrnorpadum cetyatku rinasa (PACT).
Tpuana sH1IeaTONMaTUN, HEMPOCEHCOPHOM TYTOYXOCTH
n BRAO cuutaetcs marornomonnaHoit mjst CC.
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CLINICAL PRESENTATION AND DIAGNOSIS

XapaktepubiMu MPT-nprzHakamu siBjiieTcs mopa-
>KE€HUE LIEHTPATIbHBIX YYaCTKOB MO30JIMCTOTO TeJIa U 30-
HbI UH(MAPKTOB B TOJJOBHOM MoO3re. Takxke MOTYT BOBJIe-
KaTbCS MO3XEUYOK, €ro HOXKHU, CTBOJI MO3Ta U TaJlaMycC.
I'my6okoe cepoe BellecTBO ObIBaeT M3MeHeHo B 70% city-
yaeB, MSITKasl U MayTHHHAas 000J104KU Mo3ra — B 33%
[10]. ITpu sHuedanonatuu npu CC Bcerma nopaxaercs
MO30JIUCTOE TeJIo U 1o JaHHBIM MPT BhIsIBISIIOTCS Xa-
paKTepHBbIE, OT HEOOJIBIINX A0 TOBOJIBHO KPYITHBIX, KPY-
[JIbIe OYaru (MOX0oXue Ha CHEXKU) Ha CaTUTTaJIbHOU T2-
FLAIR-npoekuinu u TuHeHbIe 1e(eKThl (TaK Ha3bIBa-
€MBIE «CTUIIBI», «COCYJIBKW») B IIEHTPATbHBIX OTAEax
MO30JicToro Tesa. Korma octpeie oyaru perpeccupyor,
Ha UX MeCTe MPOUCXOAUT KUCTO3HAs1 TpaHchopMaLus,
00pasyloTCs «IBIPBI» B LIEHTPATBHOM YaCTH MO30JIUCTO-
rO Teja, XOPOUIO pa3TuYUMble TUIIOMHTEHCUBHBIE OYa-
I'M Ha caruTTabHBIX T1-B3BELIEHHBIX N300paKEHUSIX.
B Msrkoii 1 mayTuHHOM 060104KaX TOJIOBHOTO MO3Ta MO-
KET BBISIBJIITHCSI HAKOIUIEHUE KOHTPACTHOTO BEIIIECTBA,
XOPOIIO Pa3InYMMoe Ha akcuaibHbIX T1-1u300pakeHusIX.
DTU XapaKTepUCTUKK cunTatoTcst TunmuaHbiMu uist CC u
He BCTpevaroTcs Mpu paccesiHHOM ckiepose (PC) unu
OCTPOM PACCEeSTHHOM 3HIE(aTOMUETUTE.

B otninuue ot neMueTMHU3UPYIOIINX 3a00JI€BaHUIA,
npu CC mopaxaroTcs, Kak MpaBujio, HEHTPAJTbHbIE OT-
JIeJIbl MO30JIMCTOrO TeJa, a TakKKe TTyOMHHOE cepoe Be-
LIECTBO, YTO MPAKTUYECKU HUKOTAA HE BCTPEUAETCS NTPU
PC. Ouaru yacto MOTYT OBITH BBISIBJIEHBI HA AU DY3u-
OHHO-B3BelIeHHOM u3oopaxeHuu (DWI) npu MPT B
BUJIe TUTIEPUHTEHCUBHBIX YYaCTKOB (TaK Ha3bIBaeMble
«HUTY XeMUyTa») BO BHYTPEHHEU Karcyjie u MHOXe-
CTBEHHBIX TOPAXEHUIA B KOJIEHE U BaJTUKE MO30JIUCTOTO
tena. «Hutu xxemuyra» Mmoxno yeuaets Ha DWI MPT no
TOTrO, KAK OHU HAYHYT XOPOIIIO BU3yaTU3UPOBATHCS Ha
akcuanbHbiX cHUMKax B pexxume FLAIR. Couetanue tu-
MUYHBIX TOPaXXeHUI HEHTPATbHOI YacTU MO30JIUCTOTO
TeJla U «<HUTEH XXeMuyra» BO BHYyTPEHHEl KarcyJie naTo-
rHoMoHUYHBI 17151 CC. YepenHble HEpBbI HE TOPAXKAIOT-
ca nipu CC, Takxke 1151 3a00/1eBaHUSI HE XapaKTePHO MO-
paxeHnue cniuHHoro Mo3ara [10]. beut onucan [11] Tonb-
KO OIMH ciiy4yaii mopaxeHus cnuHHoro Mosra npu CC.

Tot daxr, uto BRAO 06U 00HapyXeHbI Y 99% ma-
mueHtoB ¢ CC, moguepkuBaeT ponb ACI npu nmomo-
3pernun Ha CC. I1pu BeimoaHenun ®ACIT Hanbonee xa-
paktepHbIMU Tipr3HakaMu CC SBSIOTCS OKKITIO3UU BET-
Bell apTepuu ceTyaTku, TunepdIoOpeclieHIIUs CTEHOK
apTepuoJ, HAIUYUE «3aTeKaHus» PiryopeclienHa, OTCyT-
CTBUE BOCIAJIUTEIbHBIX U3MEHEHUI, CBI3aHHBIX C OK-
KJII03UEl apTepuoJI CETYATKU, U HOPMaJibHasl LIUPKYJIsI-
uus xopuounaeu [12].

AynMOMETpUS IOMOTAeT BISIBUTh CEHCOHEBPAIBHYIO
TYroyXocCTb. Y MalMeHTa ¢ 3HIedanonatueil JOBOJIbHO
CJIOXXHO aIeKBaTHO OLIEHUTh JaHHbIE ayTUOMETPUU, B
TaKOM CJTy4ae HE0OXOIMMO MPOBECTU UCCIIEAOBAHUE aKy-
CTUYECKUX CTBOJIOBBIX BBI3BAHHBIX TOTEHIIMAJIOB, KOTO-
pble TTO3BOJISIIOT BBISIBUTH MOTEPIO MrKa | (OTBET cityxo-
BOTO HEpBa).
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PekomeHaaumnm no Aeyenmnto CC B 3aBUCMMOCTH OT TshkecTu BoBAaeveHus LIHC

Treatment Guidelines according to severity of CNS Involvement [13]

CreneHb TsokecTH nopaxenust [THC

TTyHkT IIpemnapar — —
KpaifHe TsTKeIoe TSTKEJI0e CpeIHe TSDKeCTr JIETKOE
A 'KC BBMII 1 r/cyr 3—7 cyr, BBMII 1 r/cyr3—7  BBMII 1 r/cyr 3—7 cyr, 3atem BBMII Heobs13aTe N b-
3ateM [TPEJ] 1 mr/kr/cyt cyr, 3atem [1PE]] MPEX 1 mr/kr/cyt (1o 80 mr)  Ho, [TPEM 1 mMr/kr/
(o 80 Mmr) 4 Hen, 3aTeM 1 mr/xkr/cyt (no 80 Mmr) 4 Hex, 3aTeM CHUXeHUe 103kl cyT (1o 80 Mr) 4 Hen,
cHuxeHue n1o3bl [TPE/] + 4 Hel, 3aTeM CHUXXEHUE IMPEX + 3aTeM CHUXKEHUE
noswl [TPEJ] + no3sel [1PEN +
B BBUT 2 T/KT B Te4eHUE 2 CyT, 3aTeM 2 T/KT B Te4eHue 2 CyT, 2 I/KT B T€YCHUE 2 CYT, 3aTeM 2 I/KT B TeUeHUE
I r/xr 1 pa3 B 2 Hen 10 3ateM | r/kr 1 pa3 B 1 r/xr 1 pa3 B 2 Hex* no 2 cyT, 3ateM | r/Kkr
crabunusaiuu, 3atem 1,5 r/kr 2 Hea 1o cTabuin3a- crabwin3anuu, 3atem 1,5 r/kr Kaxable 4 Hefl B
1 pa3 B 3 Hes TpU CTAaOMIIBHO- umu, 3ateM 1,5 r/kr 1 pa3 B 3 Hen nipu cTabuibHO-  TeyeHue 6—12 mec +
cTH, 3ateM 2 1/Kr 1 pa3 B 4 Hext 1 pa3 B 3 Hen nipu cTtu, 3aTeM 2 T/Kr | pa3 B 4 Hen
B TeyeHue 6 Mec, 3aTeM | r/KT  cTaOMIBHOCTH, 3aTeM B TeueHue 6 mec, 3ateM | r/ KT
1 pa3 B4 Hen He MeHee 6 Mec 21/ kT 1 pa3 B4 Hen B 1 pa3 B 4 Hex He MeHee 6 Mec
+ TeyeHue 6 Mec, 3aTeM  (¥*BO3MOXEH Tepexojl K cxeme
1 r/kr 1 pa3 B 4 Hen He 1 pa3 B4 Hen+)
MeHee 6 Mec +
C o BBL® 10—15 mr/kr nBaxnel  BBLI® Heobsi3aTenbHO BBLI®D He Tpebyercs,
1 pa3 B 2 Hen. [1pu ynydire-  (BO3MOXHO UCIIOJIB30- MepexonsiT K MyHKTy D +
HUM WIY TIPOTUBOIOKA3aHUSIX BaHME 10 CXeMe
K LIP nepexonsT K myHKTy D.  KpaiiHe TSDKEIOro) Wiv
Ecnu 6e3 yaydiueHus: BHyTpU- Tiepexo K MyHKTy D +
BerHo LI® 10—15 mr/kr 1 pa3 B
2 Hen, 3ateM 10—15 Mr/xr
TpuXel 1 pa3 B 3 Hen, 3aTeM
10—15 Mr/kr 1—3 BBeneHus1
1 pa3 B 4 Hef, 3aTeM Ha3Haue-
e MM® wiim MMO®+TAK
(ynkr D) +
D MMO® 2 1/CyT He MeHee 2 JieT + 2 r/CyT He MeHee
2 et +
MM® v 2 r/cyT (eciu MPUMEHSTIOT 2 t/cytT (ecnmu
MM®+TAK otnenbHo) win: MM® 1 r/cyT NpUMEHSIIOT OTIACIBHO)
MM® + TAK 4 mr/cyt no crabwm-  wm: MMO® 1 r/cyT +
3alMu, 3aTeM TOJIbKO MM ® TAK 4 mr/cyT 1o
He MeHee 2 JieT + CTaOMIU3AIINN, 3aTEM
ToNIbKO MM ® He
MeHee 2 JieT +
E PTM 1 r nBax1bI Yyepes 2 Hell, 3aTeM 1 r ABaX 1Bl Yepe3 Heobs3arenbHo, Ho peano-  HeobGs3aTenbHo; Kak

yepes 4—6 Mec, 3aTeM Yepes
6 Mec TIpY HEOOXOAMMOCTH

2 HeJl, 3aTeM Yepes
4—6 Mec, 3aTeM yepe3
6 Mec TIpu HeOOXOIK-

MOCTH

ytuteapHOo PTM 1 1 nBaxbt
yepe3 2 Hell, 3aTeM Yepe3
4—6 mec, 3aTeM Yepe3 6 Mec
TPY HEOOXOTMMOCTH

MpaBuUIIo, HEe
ucrnonb3yotr. PTM 11
TBaXIbl Yyepes 2 Hell,
3ateM yepe3 4—6 mec

ITpumeuanue. T KC — rmokokoptukocrepousbl; BBMIT — BHyTpuBeHHbli MeTuanpeauusonon; INNPEJ — npeauusonon; BBUTIT — BHyTpUBEHHbBIIt UMMYHOTI00Y-
sH; LLd — nmknodocdan; MMDP — mukodeHonara modermi; TAK — takponumyc; PTM — putykcumao.

Jleuenue

B auBape 2018 r. R. Rennebohm u coasr. [13], oc-
HOBBIBasICh Ha HAKOILJICHHOM KJIMHUYECKOM OIIBITE JIe-
YEHUSI OTHOCUTEILHO KPYITHOI KOropThI MAallMEHTOB,
OIyOJIMKOBaIU pekoMeHaauuu 1o jedeHuto CC B 3aBU-
CUMOCTH OT cTerneHu Tskect BopiaeyeHust LIHC (cm. Ta-
oJImIy).

CoOcTBEeHHOE HAOII0IEHHE

3a nmociequue 5 et B HoBocOMpCKOM HEHTpe pac-
CESTHHOTO CKJIep03a M IPYTUX ayTOMMMYHHBIX 3a00J1eBa-
Huii HepBHOI cuctembl (HIPC nu AY3HC) 65110 nua-
rHoctupoBaHo 4 ciaydast CC ¢ pa3IMIHBIMUA CUMITTOMA-
MU Ie0I0Ta, TUIIOM TeUCHUS U CTEICHBIO TSIKECTH, a
TaKKe pa3IMIHOM TAKTUKOM BeICHUSI 1 OTBETOM Ha IIpO-
BOIMMYIO Tepamuio. [IpuBoanuM omrcaHue OTHOTO U3
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HUX, XapaKTepu3ylolleecs psaoM KIMHUIECKUX OCOOEH-
HOCTEN.

IMaumnentka E., pycckasi, 23 net. O0paTtuiiach B anpe-
Jie 2014 r. ¢ xxaiobaMu Ha TOJIOBHYIO 00J1b, HApyIlIEHUE
OpUEHTAllMU B MPOCTPAHCTBE, IIATKOCTh ITPU XOIb0e, Ya-
CThIE NaJieHusI, c1aboCTh B IIPaBOil KUCTHU, C1a0OCTh B
Horax, TUIOXyI0 IMaMsITh Ha TeKYII1e COOBITUS (YacTo Imy-
TaeT JHU, COOBITHUS).

M3 aHaMHe3a XXKW3HU: 3HAaUMMBbIX ITIEpEHECEHHbIX U
COITyTCTBYIOIIMX 3a00JIeBaHUM, BKIOYask TyOepKyse3 u
renatuThl, He O0bUTo. OOpa3oBaHuUeE BhICIIEE OpUAUYEC-
ckoe. HacnenctBeHHbIX 3a001€BaHUIA B CEMbE HE OTME-
YEHO.

M3 aHamHe3a 3a001eBaHUST U3BECTHO, YTO C HOSIOPS
2013 r. manyeHTKy 6ecrokousia rojgoBHas 60ab Auddys-
HOTO XapakTepa, MOSIBUINCH IJIaKCUBOCTh, CHUXKEHUE
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CLINICAL PRESENTATION AND DIAGNOSIS

Puc. 1. MPT ronoBHOro mo3ra 60AbHOI E.

a — Ha caruTTajJlbHOM cpe3e B pexxuMe T1 Bo Bcex oTaesiax MO30JIMCTOrO TeJla HabJIoJa0TCsl TMITOMHTEHCUBHBIE ouaru; 6 — Ha akcMasibHOM cpese B pexxume FLAIR
MHOECTBEHHBIE OYark B MO30JMCTOM TeJie ¢ TMITOMHTEHCUBHBIM CUTHAJIOM U3 LIEHTpa («KMCTO3Hasi TpaHC(hOpMaLsi»); B — Ha aKCUaJIbHOM CPe3€ BBISIBIISIIOTCS TH-
nepuHTeHCUBHBIE ovaru B pexxuMe FLAIR B 061acTt BHyTpeHHE Karcysbl («KeMUYY>KHOE 0XKEPeIbe»).

Fig 1. MRI brain.

a — sagittal T2 FLAIR (fluid attenuated inversion recovery) sequence, showing multiple hypointense lesions in the corpus callosum (hole); 6 — axial T2 FLAIR (flu-
id attenuated inversion recovery) sequence, showing multiple hypointense lesions in the corpus callosum (hole), cystic transformation of lesions; B — axial T2 FLAIR
(fluid attenuated inversion recovery) sequence, showing hyperintense lesions in capsula interna (string of pearls).

sMolLMOHaNbHOTO (poHa. 23 MapTta 2014 1. BOBHUKIIN pe3-
Kasl TOJIOBHAS 0OJIb, IIATKOCTD IIPU XOIb0E, TOJIOBOKPY-
JKeHHe, TOIIHOTA, pBoTa. Yepes CyTKH MpHCOeTUHIIIACH
BbIpaXKeHHas1 00111as1 cJ1ab0CTh, c1a0OCTh B MPaBOU HO-
re, pyKe, He CMOIJIa BCTaTh C KPOBATH. 25 MapTa roCIin-
TaJM3MPOBaHa B CTAIIMOHAP TI0 MECTY KUTEIBCTBA, YCTa-
HoBiteH nuarHo3 PC. [IpoBeneHa Tepamnus neKcaMeTa3o-
HOM BHYTPUBEHHO C ITOJIOXUTEIbHON TWHAMUKOU B
BHUJIC HapaCTaHUSI CWJIBI B HOTaX, HO COXPaHSUTCh 3MO-
IIMOHAJIbHO-BOJIEBBIC HapyIeHus. [1ammenTka 14 ampe-
1 2014 1. 6612 KoHcynbTupoBaHa B HIIPC u AY3HC,
rue ObUTO IMPUHSITO pelIeHNe O rocrmTanu3annu. [Ipu
MOCTYIUICHUH: CO CTOPOHBI BHYTPEHHMX OpPTaHOB 0e3
ocobeHHOCTe. B HeBpoIOrMIecKoM cTaryce: IIeHTpallb-
HBII TeTpanapes (0oJbIle B Horax — 3 0), MO3XKeuKoBast
aTakCHUsI, HapylIeHne (YHKINNA Ta30BBIX OPTAHOB IO
LEHTPAJTBHOMY THUITY, TICEBIOOYIb0ApHBII CHHAPOM, Ha-
CHJIBCTBEHHBIC TIJIa4 ¥ CMEX.

I1pu KOHCYABTUPOBAHUHU TICUXHUATPOM y OOIBHOM
BBISIBJICHO aMEHTHBHOE paccTpoiicTBo. [Ipu ocmoTpe
IJIA3HOTO THA: UCKU 3pUTEIBHOTO HepBa OJIEAHO-PO30-
BBIC, YSTKME TpaHMIIbl. MccienoBaHme 00IIIero aHaam3a
KpPOBH, MOUM — 0€3 MaTOJIOTHH.

HccnenoBanue nepeOpOCIMHAIBHON KUIKOCTH —
O0IIMIA aHATN3, OMOXUMMICCKUI aHAJIN3 — HOPMa, T10-
JIMMepa3Hasl LeIMHasT peakiusl, MMyHO(bepMEeHTHBIN
aHann3 — oTpuuaTeiabHble. MccienoBanne KpoBU Ha
MapKepbl peBMaTUYECKMX 3a00JIeBaHMIT, OOJIE3HU COe-
TUHUTENbHOM TKaHU, Tenatuthl B, C, BUY — 6e3 mato-
JIOTUIECKIX N3MEHEHUIA.

ITo nanHbiM M PT 10710BHOTO MO3ra: MHOTOYUCJIEH-
HBIE CyIpa- U MHPpaTeHTOpUATbHBIC OYari M3MeHEeH-
Horo MP-curHana B HeHTpaJIbHBIX OTIEIaX MO30JIMCTO-
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ro Tejia, He HAKaIlJIMBAIOIIe KOHTPACTHOE BEIIECTBO
(puc. 1). [Tpu MPT mreitHoro oTnena CMMHHOTO MO3Ta
ITaTOJIOTUM HE BBHISIBIICHO.

IIpu rociuTanmM3any UCKIIOYECHBI HEHPOMHpEK-
LI, CUCTEMHBIC BaCKYJIUTHI, PACCESIHHBIN CKIIEPO3.
Bbut ycTaHOBIEH TUArHO3: M30JIMPOBAHHBIN 1IepeOpaIhb-
HbIl BacKyauT. [IpoBeneHo 3 Kypca BHYTpUBEHHOM Te-
parmuu — uukinodocdan 1200 Mr ¢ nHTepBanaMu 1 mec.
CocTossHMe OOJILHOM ITOCJIe TIEPBOro Kypca Hayaio
yiyamaTthes. B TeueHne 1 roma cocTosIHME 0CTaBaIoCh
crabunbHBIM. B Mapte 2015 1. manmeHTKa cTaja oTMe-
YaTh BBEIPaXKeHHYIO TOJIOBHYIO 00JIb, HapacTaHHE IIMaT-
KOCTH TIpU X0Ib0e, c1aboCcTh B HOrax, 0Ojbllle B Mpa-
Boii. I1o maHHBIM KOoHTpOoAbHOI MPT: mosiBneHue Ho-
BBIX 0YaroB, He¢ HaKaIJIMBaIOIINX KOHTpPAacTHOE
BellecTBO. Takke BIEpBBIC OTMETHIIA CHIKEHUE CITY-
xa. Cypooia0oroM IMarHOCTHUPOBaHA ITPABOCTOPOHHSIS
CEHCOHEBpaJIbHAS TYTOYXOCTh 2-1 cTereHu. [1ammeHT-
Ke TIpOoBefieH 4-i1 Kypc JleueHUS TUKiaodochaHoOM ¢ 1o-
JIOKUTEJIbHOM TUHAMUKOW.

B mapre 2016 1. — oGocTpeHue: ¢iabocTh B HOTax,
maTkocTh npu xoanoe. [IpoBeaeH 5-it Kypc uukinodgoc-
¢ana. HaznaueHa Tepamnusi METUIIPEIOM per oS 110 40 Mr
yepes cytku. B anpese 2016 r. Beimonnena @ACT: Ha ne-
pudepun B HApy>KHOM CEKTOPE Ha IPaBOM IJIa3y — eIu-
HUYHBIC MUKpOaHeBpU3MBI. Ha JIeBOM — e qMHUYIHEIE CO-
CyIbl HEpaBHOMEPHOTO KaJIOpa, X0 MX IPEePHIBUCTHINA,
eMHUYHbIE MUKpPOaHeBpU3MHBI (puc. 2). [IpororeBaHue
KpacHuTess 9Yepe3 CTCHKY.

YuuThIBas HAIMYKE Y TMTAITMCHTKY SHIICDaIOMaTHH,
HEMPOCEHCOPHOM TyTOYXOCTH, U3MEHECHMI Ha TJIa3HOM
nHe, BeisiBIeHHBIX TTp DACT, 6bIT yCTaHOBIICH TUATHO3:
PETUHO-KOXJICO-1IepeOpaybHass MUKPOAHTOIIATHS.
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KAMHUKA 1 AMATHOCTUKA

Puc. 2. ®ACT 60AbHOM E. — MHUKpOAHEBPU3Mbl, NPEPLIBUCTBIA XOA COCYAOB, MPONOTEBaHNE KPACUTEAS Yepe3 CTeHKY COCYAOB.

a — TIpaBbIii T71a3; 0 — JIEBBIN TJ1a3.

Fig. 2. Fluorescein angiogram (FA), microaneurysms, intermittent vascular, leakage.

Ha ¢one Teparnuu 1o centsaops 2016 r. cocTosiHue
ObLIO CTAOMIBHBIM. 3aTeM — YXYIILIeHWE B BUIE BO300-
HOBJICHUS TOJIOBHOM 00/, CTa0OCTU B HOTaX, 3aTpyI-
HeHU Ipu Xoap0e. B ceHTsAOpe npoBeneH 6-ii Kypc Te-
panuu nukiodbochaHoM. fo3a METWINPEAHN3OIOHA
MOCTENEeHHO CHUXeHa 10 24 mr/cyT. B anpene 2017 r.—
yxyauieHue (yCuieHue rojIoBHbIX 00Jieid, C1aboCTH B HO-
rax, atakcun). [IpoBeneH Kypc BHyTpMBEHHOTO BBEIEHUS
MeTuanpenHu3oaoHa no 1000 mr (5 BBeaeHMIA).

B HacTosiiee BpeMs: yMEpEeHHO BBIPaXKEHHBIN Te-
Tpamnapes, yMepeHHas aTaKCHsl IIPY BHITIOJTHEHUU KOOP-
TUHATOpHBIX ITpo6. MPT ronoBHoro Mo3ra ot (espais
2018 r.: 6e3 oTpuiiatenbHO nuHaMuKU. [TalueHTKa mpo-
JIOJDKAET TpYeM METWITIPeTHU30I0Ha 12 MI/cyT yepe3
cyTKu. [J1s1 pereHrs Bompoca o JajbHelIeid Tepanuu
y TalMEeHTKH TpeOYIOTCsI TMHAMUYECKOoe HabJtoaeH1e,
koHTposib MPT ronosHoro mosra u ®ACT.

Oco0EeHHOCThIO MPUBEIEHHOTO KIIMHUYECKOTO CIIy-
yas SBJSIeTCS OTCYTCTBUE B AeOI0Te 3a00JeBaHMS MO~
Hoi#t kiuHudeckoi Tpuaabl CC. M3HaYaabHO BBISBIISI-
Jlach sHI1edaIonaTus, a CHUXXKeHMe Ciyxa IPUCcOeIUHM -
Jioch yepe3 rof. IlopaxeHue coOCynoB ceTYaTKU OBLIO
ompeneieHo 1o pe3ynbratam MACT. 3aboneBanue Ha-
YUHAJIOCh C TSDKEJIOrO 000CTPEeHUsI, B JaJbHEHIIEM Te-
YeHHre OBUTO XPOHUYECKUM ITporpeccrupyroimuM. Jlnarnos
CC y nauMeHTKH ObLT MOATBEPXAEH XapaKTepoM K-
HUYECKOU KapTHUHBI, XapaKTepHbIMU oyaramu Ha MPT-
U300paXeHUU TOJIOBHOIO MO3ra, pe3yjJbTaTaMu ayauo-
Metpuu u ACT.
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3akAloueHue

CC — peakoe ayToMMMYyHHOe 3a00JieBaHue, XapaK-
Tepu3ylollieecss MUKPOaHTHOIIaTHEH, KOTOpasl ITopaxka-
€T MpeKaNJUIIPHbIE apTePUOJIBI TOJIOBHOIO MO3ra, CeT-
YyaTKM I1a3a U BHyTpeHHero yxa. CC sBisieTcs MOTeH-
LMAJIbHO MHBAJIMAU3UPYIOIIUM 3a00JIeBaHUEM, KOTOPOE
MOXET UMETh PELIUAMBUPYIOIIEEe TeUSHHUE axke CITyCTSI
JEeCATUIIETHS ITOCJIe TIepBOHAYAILHOTO MOsIBIeHMs. Bosb-
IIMHCTBO MAlMEHTOB, Y KOTOPBIX B UTOTE ObLIT MOCTaBIeH
nuardHo3 CC, nepBoHayaabHO HE UMEJU MOJHOM Tpua-
JIbI 3200JIeBaHUS, a CPEIHSIS 3alepKKa MEXIY MepPBbIM
CHMITOMOM M TIOJTHOI TPUANOil cocTaBIsia IPUMEPHO
5 mec. CC 10BOJILHO YacTO AUATHOCTUPYETCSl KaK pac-
CeSTHHBII CKJIEPO3 WM pa3iuvHbie (hOpMbI HIIehaTM -
Ta. ITOCKOJIBKY CUMITOMBI TIOJIHOM TpUaabl 3a00j1eBa-
HMSI MOTYT IPOSIBIIATBLCS B TeUEHNE HECKOIBKUX JIET, I1a-
THOCTMKA Y CBOEBPEMEHHOE JICUEHHME OTKJIaIbIBAlOTCS.
TeM He MeHee TpU KakKIOM CJIydae 04aroBOro Iopaxe-
HUST MO30JIMCTOTrO TeJla B €T0 LIEHTPAJIbHOM YacTu CIIeIy-
et npeamnonaoxuts CC. Heodbxoaumo onpeneneHue 61Mo-
MapKepoB ISl AMaTHOCTUKYA 1 MOHMTOPUHIa aKTUBHOCTH
npoiecca. BaxxHo moay4uTthb 6oJiee IMOTHOE IPeaCcTaBe-
Hue o natodusnonorun CC st pa3zpaboTku 6e3ormac-
HBIX 1 93()(EKTUBHBIX METOIOB TePAITUH.

ABTOpBI 32BJIAIOT 00 OTCYTCTBUM KOHGUIMKTA HHTE-
pecos.
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