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CJIOXKHOCTHU JNDODPEPEHIINMAJIBHOT'O IUATHO3A 1IIPU
MYJIbTUCUCTEMHOM ATPO®UU
Tonyzoea M.IIL., Anekceesa T.M., ZKupakoe A.D., Ilagnosa T.A.

OenepanbHOE TOCYIApPCTBEHHOE OIOMKETHOE yupexaeHne «HannoHanpHBIM METUIITHCKUN MCCICIOBATEILCKUI IEHTP NMEHU
B.A. AnmazoBa» MunmcTepcTBa 3npaBooxpanenus Poccuiickoit @eneparmun, Cankt-IletepOypr, Poccus

Mynvmucucmemnas ampoghus (MCA) — Heupodeeenepamuenoe 3abo0nesanue npospeccupyroujeco xapakmepa c He-
O1a2ONPUAMHBIM NPOSHO30M U HEU3BECIMHOU IMUO0L02UELL, KOMOPOe OMHOCUMCS K 2PYNne 3a00/1e6aHUl « AMUNUYHbLI
napkurconusm». B nacmosawee epems ouacnocmuxa MCA npedcmasnsem CLOHCHOCMU U HA COBPEMEHHOM Mane
ocmaemcs npeumyujecmsento Kaunuyeckou. Ho necmompa na mo, umo s¢ppexkmusnozo nevenus ne paspabomato,
CB0eBPEMEHHAs. OUACHOCTNUKA U CUMNIMOMAMUYECKds mepanus cnOCOOHbL YIYYWUmMb KayeCmeo JCU3HU NaAYUueHmd.
IIpeocmasneno kaunuuecrkoe nabniooenue nayuenma ¢ MCA, ocobennocmuio komopozco ovLio couvemarnue MCA ¢
YepebposacKyIAPHOU NAMoao2uell, YMo 3HAYUMETLHO YCAOHCHULO U OMCPOUUTLO NOCHAHOBKY OUASHO3A.
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DIFFICULTIES OF DIFFERENTIAL DIAGNOSIS IN MULTISYSTEM ATROPHY
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Multiple systemic atrophy.(MSA) is a progressive neurodegenerative disease with a poor prognosis and unknown
etiology, which belongs to the “atypical parkinsonism” group of diseases. Currently, the diagnosis of MSA is difficult
and at the present stage remains predominantly clinical. But, despite the fact that no effective treatment has been
developed, timely diagnosis and symptomatic therapy can improve the patient’s quality of life. The article presents a
clinical observation of a patient with MSA, a feature of which was the combination of MSA with vascular pathology,
which greatly complicated and delayed the diagnosis of MSA.
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KNMHNYECKME NCCNEAOBAHNA N HABIIOAEHNA

BBeaenue

W3BecTHO, 4TO IO HO30JIOTHYECKOMY MPUHLIUITY CHH-
JPOM MapKUHCOHU3MA MOIPA3ACTSAIOT Ha 3 TPYTIIbL:

1) mepBuYHBINA (MAUOTATHYESCKHUI) MAPKUHCOHU3M: 00-
ne3np Ilapkuncona (bII), roHOmEcKwil (TOBEHMIIb-
HBIH) ayTOCOMHO-PELICCCUBHBIN MTAPKUHCOHU3M;

2) BTOPUYHBIM (CHMITOMAaTHYECKAN) MapKUHCOHU3M
(JIlekapCTBEHHBIH, COCYOHMCTBIH, IOCTTpaBMaTuie-
CKHUH, MOCTIHIC(ATUTHICCKUI, TOKCUYSCKUH, TOCT-
TUITIOKCUYECKHNA U 1Ip.);

3) MapKUHCOHW3M IIpH HEHpOo/ereHepaTUBHBIXM Ha-
CIICICTBEHHBIX ~ 3a0oneBaHUsX  (HAapKUHCOHHM3M-
IUTIOC), WM aTUNWYHBIA mapkuHcoHU3M  (All),
BKJIIOUAIOIIMH NPEUMYIIECTBEHHO CIIOPAAUYCCKHE
¢dopmbl — mynbTHCUcTeMHast atpodust (MCA), npo-
IpeCCUPYIOIINN HaIbAACPHBIN Mapajiny, KOPTHKOOa-
3anmpHas JereHepanus, IeMeHIus ¢ TeabliaMu Jlesu,
Oonesnp AnplreiiMepa u Ip., a TAKXKe HACJIEICTBEH-
HbIe popMbl: O0e3Hb [ eHTHHITOHA, TeMaTONICHTUKY -
JsipHast AeTeHepalys, CIUHOLepeOeIUIIpHbIE IereHe-
panuu, TUCTOHUSA-TTAPKUHCOHMU3M | 1p.) [1].

IIpu AIl akMHETHMKO-pUTMIHBIA CHHAPOM OTJIHYa-
€TCsl 110 CBOMM Xapakrepuctukam ot BII, umeer nBy-
CTOPOHHEE OTHOCHTEJILHO CUMMETPUYHOE Havajo, OT-
CYTCTBHE THUIIMYHOTO TPEMOpA IMOKOSI, COIMYTCTBYIOIIHE
CUMITOMBI, He cBoWcTBeHHbIe BII, ciraboBhIpakeHHBII
WIM OTPUIATETIHHBINA OTBET HA JIEBOJOIMOTEPAITHIO, OBI-
CTpOE MpOorpeccupoBanue u ap. [2].

MCA sBnsercs peaxkuM HeWpoaereHepaTHBHBIM
CHOPAaJUUYECKUM 3a00JIeBaHUEM C OBICTPO MPOrpPECcCH-
PYIOLIUM TeUeHUEM [3], XapaKTepHU3YIOLIMUMCS JIFOOBIMU
COYETAaHUSAMH CHMITOMOB ITaPKMHCOHH3MA, IpOrpec-
CHUpYIOILIEH BEreTaTUBHOW HEJO0CTATOYHOCTH, MO3MKEU-
KOBBIX M NupaMuaHbix cumntomos [1, 4]. ITpu MCA
B ITaTOJIOTHUECKUI TPOIIECC BOBIEKAIOTCS Oa3aybHbIC
TaHIVIMY, si7jpa CTBOJIA TOJIOBHOIO MO3ra, OJMBBI, MO3-
JKEUKOBAsi CHUCTEMa, BETeTaTWBHBIE HEMPOHBI CTBOJA
MO3ra, a Takke OOKOBBbIE pora CIIMHHOTO MO3ra U siIpo
Omny(a B KpecTioBOM oT/Iene crinHHOro Mo3ra [ 1, 5]. Io
HUMEIOLIMMCS B IUTEPATYPE JaHHBIM, OJJMH U3 BADHAHTOB
MCA umMeeT CBsI3b C TOMO3UTOTHOU MyTanuei (M78V—
V343A/M78V—V343A) u KOMIyHI-TeTEpO3UTOTHON
myranuen (R337X/V343A) B rene COQ2, pacnonoxeH-
HOM B obOnactu 4q21.22-q21.23, KOTOpHI KOTUPYET OC-
HOBHOM (epMeHT OnocuuTe3a kodH3uMa Q10 — mapa-
TUJIPOKCHOEH30aTounpeHmITpancdepasy [6].

3aboneBanmne, Kak MPaBUIIO, Pa3BUBACTCS HA 5-6-M
JIECATUIIETUH KU3HU, U HUKoraa 1o 30 set [7], apisercs
npuuuHOd b 10-12% cioyyaeB cuHAapoMa HMapKUH-
coHnsma.Yacrora BCTpedaeMOCTH COCTaBISIET 3-5 ciy-
gaeB Ha 100 ThIC. HacemeHus, 94To mpuMepHo B 20 pa3
pexe, yem BII [8, 9].

[Tpu MCA, B otimane ot Bl1, kpome nopaskeHus uep-
HOTO BEILECTBa, CTPafaoT N0(aMHHOBBIC PELENTOPHI
CKOPJIYTIBI, B pe3yJbrare 4ero tepanus J1opaMuHepru-
YECKUMU CpeicTBaMU Maniod((EeKTUBHA UIIM COBCEM HE
nMmeeT 3¢ dexra. YUUThIBAsI, YTO CTPAJAIOT IPEHMYIIIe-
CTBEHHO nodamuHoBbIe perentopsl, MCA 1 HEKOTOpBIE
JpyrHe HelpojereHeparuBHbie 3aboneBanus (mporpec-
CUPYIOLIMH HaIbSACPHBIN Mapanud,KopTUKOOa3aIbHas
JieTeHepanusi) MO)KHO Ha3BaTh «IIOCTCHHANTHYECKUM

40

MapKUHCOHU3MOMY» B OTIMYHE OT «IIPECHHANTHYECKOTO
napkuHconusMmay npu BII [5, 10].

Panee mpu MCA Boiiensiiu 3 pOpMBI: «OJTHBOTIOHTO-
nepedemsipras arpodusi» (OIILIA), «cTtpuaroHuUrpas-
Has perereparys» (CHI) n «cunapom Hlas—/peiimxe-
pa» [11]. Ha ceroansimiHuii 1eHb NPUHATO TOBOPUTH O
nByx BapranTax MCA B 3aBUCHMOCTH OT Mpeo0Iajanus
B KJIIMHUYECKON KapTHHE MO3KEYKOBOTO WJIM aKMHETH-
KO-purunHoro cuaapoMoB: OIILIA, umu MO3KEUKOBOM
MCA (MCA-M), u CH/I, ninu napkuacorndeckoit MCA
(MCA-II). Tak kak u npu OIIIA, u npu CHJI obs3a-
TENBbHO MPHUCYTCTBYIOT MPHU3HAKU MPOTPECCUPYIOMIEH
BeretaruBHoU HemoctarouHoctu ([IBH), B mactosiee
Bpemst popma Lllas—/|peiimkepa yrparuia craTyc camo-
crositenbHoi popmbl MCA [1, 5].

IlepBpiM U OCHOBHBIM TmposiBieHueM MCA, kak
MIPaBUIIO, SIBJISIETCS] MMAPKMHCOHU3M, KOTOPBII Ha pas-
BEpHYTOH cranuu Oone3nu Bcrpedaercs B 90% ciy-
yaeB. [IprueM 3TOT CHHAPOM HMEET PSA OTIUUUTENb-
HBIX OCOOEHHOCTEH: IIByCTOpOHEE Haudajo, OBICTpOe
porpeccupoBanue, npeodnasanie TMIIOKWHE3UH Hal
PUTHAHOCTBIO, OTCYTCTBHUE TpEeMoOpa IOKoS U Hedd-
(dexTUBHOCTH JOoQamMuHEpruyeckux cperncts [1, 9].
Mo3KeuKoBble CHUMOTOMBI B OOJBIIMHCTBE CIIy4acB
pa3BUBAIOTCA MapajieIbHO C CHHJIPOMOM MapKHHCO-
HU3Ma U MPOSIBIAIOTCA CTAaTUKO-TTOKOMOTOPHOM aTak-
CUell, HapylIleHHEeM TaHJEMHOW XOIbObI, TPEMOPOM
(moctypanbHbIM, HHTEHIIMOHHBIM), TUCMETpUEH, Anc-
JMAJ0XOKWHE30M, TU3apTpHuel (CKaHAMpPOBAaHHOU pe-
9ypt0), HUcTarMoM. [9]. IIBH mosBisercss mocTtarodHo
paHo, yXe Ha MepBOM Toay 3a00JIeBaHUS, U MPOSBIS-
€TCsl OPTOCTAaTUYECKOW TMITOTEH3UEH, CHUKEHUEM Ba-
prabenbHOCTH CEepAeYHOTO0 PHUTMA, MOYETOJIOBBIMU
paccTpoiicTBaMH (HapyleHHEM 3PEKINN 1 ISKYISIIHH,
aHoprasMuen, MMIEepaTUBHBIMH IO3bIBAMH Ha MoOYe-
UCIyCKaHUE, MEPUOINYECKUM HEACpPKAaHUEM MOYH),
a Tak)Ke aHTMIPO30M, cuHApomamu l'opHepa nnu Peii-
HO [1, 5, 12]. JlocTaTOYHO paHO MOSIBISIOTCS Hapylle-
HUSL XOJIbOBI, KOTOpPBIE CBS3aHBI KaK C MO3KEUKOBOH
aTakcHel, Tak U ¢ TUIOKUHE3UEH U NOCTYpaJIbHOU He-
YCTOWYUBOCTHIO, YTO TIPUBOAMT YK€ B MEpBBIE 2 roja
3a005eBaHMsl K 4acTbIM MaJeHUSIM Kak BIepel, Tak U
Hazax. Kpome Toro, u3-3a opTocTaTH4E€CKON THIIOTEH-
3UH B MONBITKE CKOMIIEHCHPOBATh CBOE COCTOSIHUE Ia-
LHUEHT CTapaercsl XOAUTh C OMYLIEHHOW rOJOBOH, TEM
caMbIM (OpPMHUPYS TaK Ha3bIBAEMYIO «1103y KOHBKOOEK-
1a». Bo3MOXXHO pa3BHUTHE HapYyIICHWI CHA (CHOTOBO-
peHUe, HeTPOU3BOJIbHBIE JIBIKEHUS BO cHe) [1, 5, 12,
13]. IamueHTHI CTAHOBATCS SMOIMOHAIBLHO JTa0UIbHbI-
MH, CKJIOHHBI K JenpeccusiM. Hepeako KIMHHYECKUMU
nposiBieHussMu MCA CTaHOBSITCS HapyIICHHUS TIOTa-
HUS U PEUYU, a TAKXKE MATOJIOTUYECKHE CTOIHBIE 3HAKU
u runeppedexcus. Pexe BO3HUKAIOT Mape3bl KOHEYHO-
cTeil. MoryT pa3BUBAThCSl AUCTOHUYECKUE (EHOMEHBI
(aHTEpOKOJTHC, TOPTHKOJLIUC, (pOKaIbHAS AUCTOHUS B
KOHEUHOCTSIX, opodanaibHas AUCKUHE3Hs), KOTOPbIE
OT MIpHeMa MpenaparoB JIEBOJONBI MOTYT YCHUIUBATHCS.
OnHUM W3 NAaTOTHOMOHHWYHBIX CHMIITOMOB SIBJISIETCS
CTPUJIOpP, KOTOPBIA CBs3aH ¢ mape3oM abayKTOpOB ro-
JIOCOBBIX CBSI30K, YTO HEPEJKO CTAHOBUTCS MPUYMHON
acuxcun. Pexxe pa3BuBaercs Muokionyc [9, 13].
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BaxHpIM JTONOTHUTEIHHBIM METOZOM JTUArHOCTHKHU
MCA sBisieTcss MarHUTHO-PE30HAHCHAsT TOMOTpadus
(MPT) romoBHoro Mo3ra, KoTopas BbIsBIsieT arpodu-
YeCcKHe U3MEHEHHs MO3KeuKa U MocTa. Bo3aMoxHO 1mo-
SBJICHHE TaK Ha3bIBAEMOTO CHMIITOMa «KPECTay WU
«xietkn» B pexkuMax T2 u FLAIR Ha akcuanbHbIX cpe-
3aX MOCTa, 4YTO CBSI3aHO C MOSBJICHHEM ITOBBIIIEHHOTO
CUTHaJla B BHJE MPONOJILHOI MOJOCHI OT BOJIOKOH ILIBA
U TIePIIEHINKYIAPHON TOJIOCHI OT BOJIOKOH MOCTa, I/e
MIPOXOIAT CPEAHUE MO3KECUKOBBIC HOXKKH, MOJBEPILIH-
ecst pereHepanuu. Kpome Toro, MoryTt ObITh arpodu-
YEeCKHE MPOSBICHUS B Kope OOJbLIMX MOMYLIApHid, a
TaKKe€ KOMIIEHCAaTOpHOe pacupeHue [V xenmynouka.
Hocrarouno crietupuano st MCA oOHapyxeHHe TH-
MOMHTEHCUBHOTO CHTHANa OT CKOPIyIbl B T2-pexume,
YTO CBA3AHO C JETCHEPATUBHAMHU U3MEHEHHUSIMU B ATOM-
cTpyKType [2, 3, 7, 14]. IIpu npoBeaeHnN MO3UTPOHHOI
amuccruoHHON ToMorpadun (II19T) MoxkeT BBISIBISATHCA-
TUIIOMETa00IU3M B CKOPIIYIIE, CTBOJIE MO3Ta U MO3KEU-
ke [15].

B ximHHYeCKO# IpakTUKe JUIsl TIOCTaHOBKY JUArHO-
3a MCA mnpumensitorcss kpurepun S. Gilman u coabr.
[16], cocTositme u3 5 yacrei (tadi. 1):

1-s1 yacte — BepositHas MCA,

2-s yacTh — BO3MOskHast MCA,

3-1 yacTh — JIOTIOJHUTEJIbHBIC MTPU3HAKHA BO3MOXK-

Hoit MCA,

4-1 yacTb — MPHU3HAKH, IOATBEPKAAIOLINE TUArHO3

MCA, + npusHaku, He XapakTepHbie 11 MCA,

5-1 yacTh — nocroBepHast MCA.

Ha ceronsamnui 1eHb 3a001€BaHUE HE UMEET aTO-
reHetndeckoro neuenus [5, 10, 18]. ITpumepno B 30%
CITy4aeB ylaeTcs MOJyYUTh cIa0blii U OBICTPOUCTOIIAIO-
LIMICS OTBET Ha Mpemnaparsl JeBogonsl. Ho Hago Takxke
YUUTBIBATh, YTO JO(PAMUHEPTUIECKHE CPEICTBA MOTYT
yCyTyOIsTh NPOSIBICHUSI OPTOCTATHUECKON THIIOTEH3UN
y JTAHHOW KaTeropuu OOJIbHBIX, & TAKKE YCHIUBATH JIHC-
TOHUYECKUE mposiBieHust. OHAKO JesaTh BBIBOI O He-
3¢ (EeKTUBHOCTH TIPENapaToB JICBOAOIBI PEKOMEHI0BA-
HO TOJIBKO MOCJIE MpreMa cyTouHou 10361 600-750 Mr He
MeHee 3 Mec. [lpyrue mpemnaparsl, UCHOIb3yeMble MPHU
BII, taxxe, kak mpaBmio, He uMmeroT dddekra [5, 10].
TeM He MeHee eclii MMalueHT IPUHUMAET TperapaThl Jie-
BOJIONBI, TO TIOJIHAsi OTMEHA, JJaKe €CJIM OHU Ka3aJncCh
Hed(PPEKTUBHBIMH, HEXKEJIATeNIbHA, TaK KaK 3TO MOXET
MIPUBECTH K OOLIEMY YXYALIEHHUIO COCTOSIHUSI OOIBHOTO
[1, 17]. EquHCTBEHHBIM CIIOCOOOM MOAMEPIKATh Kade-
CTBO XKHM3HHM, @ TAK)KE YBEIMYUTh BBDKUBAEMOCTD SIBJISI-
€TCsl CUMIITOMaTHYeCKOe JIeueHHe, BKITIoYarollee Kop-
pexuuto [IBH, nHapymenunii mnotanus, addeKTHBHBIX
pacctpoiicte u ap. [18]. B cpemnem gepe3 3-5 net ot
Havyasia 3a00JIeBaHUsl MALMEHTHl BCE K€ OKAa3bIBAIOTCS
MIPUKOBAHHBIMH K MHBATUAHOMY Kpeciy [19]. brictpoe
[IpOrpeccupoBaHre 3a00JIeBaHNS IPUBOIUT K JIETAIBHO-
My UCXOAY YyXke Ha 5-9-M romy 3aboseBanus [8, 9, 20].
Bbonee nobpoxauectBernHoe teuenne umeer MCA-IT mo
cpaBHennto ¢ MCA-M u BapuaHTOM, T/ieé Ha TEPBHIi
miaH Beixoaut [1BH [21].

Pannsis nuarnoctuka u quddepeHiuanbHas JuarHo-
CTHKa C APYTMMHU HEHPOJeTeHePaTUBHBIMU 3a00I€BaHN-
MU OYEeHb BaXKHA M3-3a PAa3IUYHOTO MPOTHO3a B OTHO-

CLINICAL RESEARCHES AND CASE REPORTS

IIEHUH Pa3BUTHUS JEMEHIINN, KOTOpas HeXapaKkTepHa s
MCA, B oTM4MM OT APYTUX 3a00JEBAHUH, OTHOCSLIMX-
cs k All, mporHo3a coxpaHeHHsI caMOOOCITyKUBaHUS,
MPOJIOKUTEIBHOCTH KHU3HHU, a TAKKE M3-32 BO3MOXKHO-
IO BBISIBIICHHS KypaOeIbHBIX 3a00IeBaHHH.

[Ipeacrasnsem coOCTBEHHOE KIMHUYECKOE HAOIIO-
JIeHHeE.

B neBponoruueckoe otrnenenue B mapre 2019 r. mo-
crymun narnuedt B., 58 mer, ¢ xanobamu Ha yMeHbIIe-
HHUE CWJIBl B MPAaBbIX KOHEUHOCTSX, HapyLIEHHE KOOP-
JTUHALUKA JIBWOKEHHUH, JIPOXKaHWE B PyKax, HapylleHHE
MoYepKa M MOXOAKH, 3aMEUICHHOCTb W HEBHATHOCTh
pedu, OCHUILIOCTh T0JI0Ca, TOJOBOKPYKEHHE U YYBCTBO
JIYPHOTHI TIPH TEpPexojie U3 TOPU30HTAIBHOTO IOJIOXKe-
HUS B BEPTUKAIIBHOE, CYXOCTh KOXH. B HacTosdIee Bpe-
Ml IIEHCHOHEP, 10 TICHCUH PadoTasl TOKapeM.

Cuuraert ce0st 00bHBIM ¢ siHBapst 2018 1., Korja Briep-
BbIC 3aMETHJI 3aTPyAHEHHs NPH XOAbOE M3-32 JIETKOH
c1a00CTH B ITPaBOM CTOIIE, @ TAK)KE N3MEHEHHE TIoUYepKa.
B mae 2018 r. npucoeAMHUINCH 3aMEAJIEHHOCTh PEYH,
TOJIOBOKPY>KEHHE IPH BEPTHKAJIN3ALNH, MATKOCTh MPU
xonp0e. OOparmiics 3a MEJULMHCKON OMOIIBIO B ITOJIH-
KIMHUKY TIO MECTY JKUTEJIbCTBA. BriepBbie ObLIH BBISIB-
JIeHbI caxapHbIi nualeT 2-ro THIA U TUIEPTOHUYECKas
OoJie3Hb. bbIT BBICTABIIEH JMArHO3: TUCIUPKYISTOPHAS
sHue(danonaTys, Ha3HaYeHa MepopaibHasi TUIIOTCH3HB-
Has Tepanus U caxapOCHIDKAIONas Teparnus, IpoBeieH
Kypc HEHpONpOTEeKTUBHOW Tepanuu — 6e3 sddexra.
B urone 2018 1. ObLIa BBINIOJHEHA MArHUTHO-PE30HAHC-
Hasi aHruorpadusi COCyI0B TOJIOBHOTO MO3ra, KOTopas
BbISIBMJIA MPU3HAKU CTEHO3a MPAaBOM MO3BOHOYHOM ap-
tepuu (ITA), cHHXEeHHE BEHO3HOT'O OTTOKA B JIEBOM I10-
[IEPEYHOM, CUTMOBHMJIHOM CHHYCE U JIEBOM BHYTPEHHEH
apeMHoi BeHe. [lomyyan ieueHne «cocyaucThIMI» Tpe-
naparamu, 0e3 addekra. YiIbTpa3ByKoBas A0ILIEPOrpa-
¢us (Y3/I') BeH HWKHHX KOHEYHOCTEH BBIIBHJIA Ba-
PUKO3HOE paclIMpeHue BEH HMKHHMX KOHEYHOCTEH 0e3
reMOJMHAMHUYECKH 3HAYMMBIX CTEHO30B. BBuay mpo-
IPECCUPOBAHMS CUMIITOMATUKU M OTCYTCTBHS dddekra
OT IPOBOIUMOI Tepanuy ObUT HANpPaBIEH Ha CTALUO-
HapHoe oOcienoBanue u iedeHue. [Ipu nosropuoit MPT
TOJIOBHOTO Mo3ra B ceHTsi0pe 2018 . 0OHapyKeHBI Ipo-
SIBJICHUS  1IepeOpo-1iepeOeIUISIPHBIX  CyOaTpOpHUUeCKIX
n3MeHeHn (puc. 1), BbIpaxeHHbIE cyOarpoduyeckue
M3MEHEHHs CTPYKTYp BapoJHEeBOro Mocta (puc. 2), BU-
KapHOE PacIINpEeHUe HApYKHBIX U BHYTPEHHUX JTHKBOP-
HBIX TIPOCTPAHCTB, JIAKyHAPHbIC MOCTHH(APKTHBIE KH-
CTO3HO-IJIMO3HbIE N3MEHEHUs 001acTh 0a3adbHbBIX SIep
cieBa (Hapy)kHas Karcyna). HecMoTpsl Ha BBIABICHHBIE
M3MEHEHUs, OblI BEICTABIJICH AMArHo3: 6omne3ns [lapkun-
COHA, Ha3HAYEeH MPAMUTIEKCOIT 3 MT' B CyTKH, 3 deKTa oT
KOTOpOTO 0TMedeHO He Obu10. B okTsi0pe 2018 1. mpoBe-
JIeHa CITUpabHas KOMITbIOTEpHAast TOMOTpadusi TOJIOBHO-
ro MO3ra, KOTOpasl BbISIBUJIA IPU3HAKH TUCLHUPKYISATOP-
HBIX U3MEHEHHI B 00JIACTH CTPYKTYDP 3aJIHEH YeperHON
SIMKH, aTepOCKIIepo3 OpaxuoredalbHBIX apTepuil 0e3
3HaYMMOT0 CTE€HO3a TIPOCBETa apTepuid, aHOMAJIHIO
Kummepmu crnpaBa. Y3JIIT OpaxwmoriedalibHBIX apTe-
puit (BLIA) BeIsIBHIIA TPU3HAKK aTepOCKIepo3a (CTEHO3
20-25%), yMepeHHO HeNpAMOIMHENHHBIN X0 ooenx 1A,
Masblil nuameTp npaBoi ITA, acuMMeTpuio KpoBOTOKa
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Tabnuma 1

Kpurepun nuarnocrnkn MCA (Gilman S. u coasr.., 2008, [16])

Yactp

Beposithass MCA
(aacts 1)

Bo3moxnas MCA
(gactsb 2)

JlonoTHUTEIbHBIE
MPU3HAKH BO3-
MoxkHOiH MCA
(gacts 3)

[Ipusznaxu, noa-
TBEpIKAIoINe
nuarao3 MCA+
[Ipu3nakwu, He-
XapakTepHbIe JUIst
MCA

(gacts 4)

JloctoBepHast
MCA

Onucanune

Cnopaouueckoe, npozpeccupylowee 3abonesanue ¢ sospacmom debroma cmapute 30 1em, xapakmepusylowjeecs ciedyiouumu

npoAGIeHUAMU:

- gecemamugHas Ouc@yHKYyus, NPOSBIISIOMAAC:

a) HelepKaHueM MO4HM (HECIIOCOOHOCTh KOHTPOJIMPOBATH BbIJIEIEHHE MOUH U3 MOUEBOTO ITy3bIPs, € IPEKTUILHON TUCHYHKIH-
eil y My»K4MH) HIn

0) oprocrarnueckum cHmxkeHreM AJl B TedeHne 3 MUH mmocie BCTaBaHus Kak MUHUMYM Ha 30 MM pt. ct. st CA /] unm Ha

15 mm pt. ct. uia A/l u

- cnabo uyscmeumenvHulil K 1eooone napkunconuszm (OpaiuKUHE3Hs ¢ PUTHIIHOCTBIO, TPEMOPOM MIIH IIOCTYPaJIbHOMH HEYCTOH-
YHBOCTBIO) WIN

- Mo3dHceuKo8blll cundpom (aTaKCUs TIPU X0b0e ¢ MO3KEUKOBOI AU3APTPHEH, aTAKCHS KOHEYHOCTEH MITH MO3KEUKOBBIE [NIa301-
BUTaTeJIbHBIC HAPYLICHNUS)

Cnopaduueckoe, npoepeccupyloujee 3abonesanue ¢ go3pacmom oedroma cmapuie 30 1em, xapakmepuszyroujeecs Cl1edyiouumu
NPOSAGLEHUAMU:

- napxunconusm (OpaIMKUHE3Hsl C PUTHIHOCTBIO, TPEMOPOM HITH IIOCTYPAJIbHOH HEYCTOHUMBOCTBIO) MIIH

- MO3#CceuK08blll CUHOpom (ATaKCHs TIPU XOIb0E C MOIKEUKOBOH AU3APTPUCH, aTaKCHsi KOHEUHOCTEH MM MO3)KEUKOBBIC IT1a30/1-
BUTaTENIbHBIC HAPYLICHHS) U

- no Kpatineil mepe, 0OUH NPUSHAK 8e2eMAMUBHOU OUCHYHKYUU, KOMOPbIU HENb3 00bACHUMb Opy2UMU npuduHamu (AMIie-
PaTUBHBIC MO3BIBBI HA MOYCHUCITYCKAHHUE, YUALLICHHOC MOYCUCITYCKaHUE UJIU HEIIOJTHOC OIMMOPOKHEHUE MOYEBOTI0 ITY3bIPs,
IPEKTUIIbHAS AUC(YHKINS y My>KUMH WM 3HAYUTENIbHAS OPTOCTATUYECKAsl THIIOTEH3HsI, KOTOPasi HE COOTBETCTBYET YPOBHIO,
Tpedyemomy aist Kpurepues BeposiTHO MCA) n

- no Kpatixeti mepe, 00UH OONOTHUMENbHBII NPUSHAK, VKA3AHHGIL 6 yacmu 3

Tapxunconuueckas unu Mo3xiceyKosas gopma:

- MOJIOKHUTENBHBIHN peduiekc babuHckoro ¢ runeppediexcueii

- CTpUI0p

[lapxunconuueckas ghopma:

- OBICTPONPOrPeCCUPYIOIIHH NAPKUHCOHNU3M

- TIJIOXOW OTBET Ha JIEBOJOITY

- OCTypaJibHasl HEYCTOHYMBOCTD, MOSBUBILASICS B TEUSHHUE 3 JIET OT Hayaja JIBUTATENbHbIX CUMIITOMOB 3a00/1€BaHUs
- aTaKcust X0/bObl, MOZKEUKOBAsH IN3APTPUSL, ATAKCHUSI KOHEUHOCTEH MIIM MO3KEUKOBBIE INIa30/JBUraTelIbHbIE HApYILICHUs
- aucdarusi, MOoSBUBLIASICS B TEUEHUE 5 JIET 110CIIE HAayasa JIBUIaTelIbHbIX CHMIITOMOB 3a00/1€BaHMs

- aTpo(ust CKOPITYTIBI, CPETHUX HOXKEK MOPKEUKA, MOCTA I MO3xKeuka Ha MPT

- THIIOMETaboIN3M B CKOPITYIIe, CTBOJIE WITH MO3Keuke rpu nposeaeHuu [19T ¢ Grroopoaeokeurmoko3oii
Mosorceurosas ghopma:

- HAPKUHCOHU3M (OpauKHHE3 S UM PUTHAHOCTD)

- aTpo(ust CKOPITYTIBI, CPETHUX HOXKEK MOBKeuKa mim Mmocta Ha MPT

- rurometabonu3m B ckopiyne npu nposeaennu [19T ¢ droopopeokcuriroko3oit

- IpeCUHANTHYECKasIHUTPOCTpHabHas ionaMuaeprudeckasienepsays npu OOOKT u [19T

Ipusnaku, noomsepocoarougue ouazrnoz MCA

- opodharanbHas JUCTOHUS

- IUCIIPONIOPLIHOHANIbHbINA aHTEPOKOJLIUC

- KAMITOKOPMHSI (BBIP)KSHHBIN HAKJIOH TYJIOBHILA BIEpea) W/uin cuuapom [Inzanckoii Gaminu (BbIpaKEHHBIIT HAKIIOH TYJIOBH-
11a BOOK)

- KOHTPAKTYpbl KHCTEH PyK WIIH CTOI

- JbIXaTeJIbHbIE HApyILIEeHHs

- BBIpOKCHHAS AUC(HOHUS

- BBIPKCHHAS IU3aPTPUSL

- HEJIaBHO MOSBUBILUICS MM YCHUITUBIIMICS Xpar

- XOJIOZIHBIE JIQJIOHH U CTOIIBI

- IATOJIOTMYECKHIT CMeX MU IUIad

- TOTYKOOOPA3HBIN, MUOKIOHHYECKUHN MOCTYPaIbHBIN/KHHETHUECKUI TPEMOP

Ipusnaxu, nexapaxmepnuie o1 MCA

- KJIACCHUECKHUIT TPEMOP MOKOS 110 THITY CKaThIBAHHSI TUITIOIb

- KIIMHUYECKHU 3HAUYMMasi HEBPOTIaThs

- HC VIHI[yLlVIpOBaHHbIe J'leKapCTBaMl/l raJyIroMHaIumu

- Hadaso 3aboJieBaHusI mociie 75 aet

- HAaCJICICTBEHHbII aHAMHE3 aTaKCHU WU MapKHHCOHU3MA

- IEMCHIIUS

- oYar nopa)keHust OEJIOro BELIeCTBa, XapaKTEPHBIC [Tl PACCESTHHOTO CKIIEpO3a

Ipusnaku, xapakmepnwie 05 seposimuoil unu 8ozmoxcrnou MCA, n

MHnozouucnennvie cnuaivHbie yumoniazmamuyeckue (pece sioeprule) exarouenus (Papp—Lantosinclusions) B kiieTkax oiauro-
JICH/IPOTVINH, COoJieprKaline allb(a-CHHYKICHH (CHHYKICHHONATHS ), 00HAPY)KEHHBIC IPH HATOMOP(OIOrHYECKOM HCCIIeI0Ba-
HUH

pumeuanne: AJl — aprepuansHoe nasnenne, CAJl — cuctonndeckoe aprepuanpHoe AaBneHue, JJAJl — nuactoamyeckoe apTepruanibHOe JaB-
nenne, [19T — no3utponnas smuccuonnas romorpadus, OOIKT — onHohoTOHHAS SMUCCHOHHAsI KOMIIbIOTepHast ToMorpadust, MPT — marHutHO-
pe3oHaHCcHast ToMorpadus.
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Table 1
Criteria for possible MSA (Gilman S. et al., 2008 [16])

Part Description

Probable MSA A sporadic, progressive, adult (> 30 y) — on set disease characterized by

(part I) - vegetative dysfunction, manifested by:
a) autonomic failure involving urinary incontinence (inability to control the release of urine from the bladder, with erectile
dysfunction in males) or
b) an orthostatic decrease of blood pressure within 3 min of standing by at least 30 mmHg systolic or 15 mmHg diastolic and
- poorly levodopa-responsive parkinsonism (bradykinesia with rigidity, tremor, or postural instability) or
- a cerebellar syndrome (gait ataxia with cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction)

Possible MSA A sporadic, progressive, adult (> 30 y) — on set disease characterized by:

(part IT) - parkinsonism (bradykinesia with rigidity, tremor, or postural instability) or
- a cerebellar syndrome (gait ataxia with cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction) and
- at least one feature suggesting autonomic dysfunction (otherwise unexplained urinary urgency, frequency or incomplete
bladder emptying, erectile dysfunction in males, or significant orthostatic blood pressure decline that does not meet the level
required in probable MSA) and
- at least one of the additional features shown in part I11

Additional Possible MSA-P or MSA-C:
features of - Babinski sign with hyperreflexia
possible MSA - stridor

(part I1I) Possible MSA-P

- rapidly progressive parkinsonism

- poor response to levodopa

- postural instability within 3 y of motor onset

- gait ataxia, cerebellar dysarthria, limb ataxia, or cerebellar oculomotor dysfunction
- dysphagia within 5 y of motor onset

- atrophy on MRI of putamen, middle cerebellar peduncle, pons, or cerebellum
- hypometabolism on FDG-PET in putamen, brainstem, or cerebellum
Possible MSA-C

- parkinsonism (bradykinesia and rigidity)

- atrophy on MRI of putamen, middle cerebellar peduncle, or pons

- hypometabolism on FDG-PET in putamen

- presynaptic nigrostriatal dopaminergic denervation on SPECT or PET

Features Supporting features

supporting (red - orofacial dystonia

flags) and not - disproportionate antecollis

supporting a - camptocormia (severe anterior flexion of the spine) and/or Pisa syndrome (severe lateral flexion of the spine)
diagnosis of MSA - contractures of hands or feet

(part IV) - inspiratory sighs

- severe dysphonia

- severe dysarthria

- new or increased snoring

- cold hands and feet

- pathologic laughter or crying

- jerky, myoclonic postural/action tremor

Nonsupporting features

- classic pill-rolling rest tremor

- clinically significant neuropathy

- hallucinations not induced by drugs

- onset after age 75 y

- family history of ataxia or parkinsonism

- dementia (on DSM-1V)

- white matter lesions suggesting multiple sclerosis

Diagnosed MSA - Characteristic features of probable or possible MSA and
- Numerous glial cytoplasmic (less commonly — nuclear) inclusions (Papp—Lantos inclusions) in oligodendroglia cells,
containing alpha-synuclein (synucleinopathy), found in pathomorphological research

Note: BP — blood pressure; SBP — systolic blood pressure; DBP — diastolic blood pressure; PET — positron emission tomography; SPECT —
single-photon emission computed tomography; MRI — magnetic resonance imaging.
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Puc. 1. MPT rosos-
HOTO MO3ra (CeHTIOPb
2018 ). Arpouueckue
M3MEHEHHS MO3KEUKa
(yKxa3aHO CTpeNKoi)
Fig. 1. MRI of the
brain (September
2018). Atrophic
changes in the
cerebellum (indicated
by arrowed lines)

Puc. 2. MPT rosos-
HOTrO MO3ra (CeHTSIOpb
2018 r.). Cybarpodu-
YECKNE M3MEHEHHSI
CTPYKTYp BapoJieBa
MocTta. CUMIITOM
«kpecTay(yKka3aHo
CTPEIKON)

Fig. 2. MRI of the
brain (September
2018). Subatrophic
structural changes of
pons varolii. Symptom
of the «cross»
(indicated by arrowed
lines)

Puc. 3. MPT ronosHo-
ro mosra (mapt 2019 ).
V4actok muo3a He-
HpaBUILHON HOPMBI,
pasmepamu 13x7x6 MM
B JIEBOW TEMEHHOMH J1071€
KOPTHKaJIbHO-CyOKOPTH-
KaJbHO (O0Jiee BeposiT-
HO, TIOCTHIIEMUYECKOTO
Xapakrepa) (yKazaHo
CTPENKON)

Fig. 3. MRI of the
brain (March 2019).
Irregularly shaped
gliosis site, 13x7%6 mm
in the left parietal lobe
cortical-subcortical
(most likely of post-
ischemic origin)
(indicated by arrowed
lines)

Puc. 4. MPT roxosHo-
ro mo3ra (mapt 2019 ).
Atpodust Mo3KeUKa
(YKa3aHO CTPEIIKOi)
Fig. 4. MRI of the
brain (March 2019).
Cerebellar atrophy
(indicated by arrowed
line)
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Puc. 5. MPT ronosHo-
ro mo3ra (mapt 2019 ).
CuUMIITOM «KpecTa»
(YKa3zaHO CTpeJKOii)
Fig. 5. MRI of the
brain (March 2019).
Symptom of the
«crossy» (indicated by
arrowed line)

B 4-M cermente [IA (D>S), cHIXKeHHE CKOPOCTHBIX IO~
KazaTesel KpPOBOTOKAa B 00EHX 33aJHMX MO3TOBBIX apTe-
pusix u B 4-M cermente npaBoii [1A, a Taxke KOCBEHHbIE
NPU3HAKU TOBBILICHHOTO BHYTPHUYEPEIHOTO AaBJICHUS,
YMEPEHHO PaCIIMpPEHHBIM JHaMeTp MpaBOil BHYTPEH-
Hell ApeMHON BeHbl (KOCBEHHBIC NMPU3HAKU 3aTPyJHEH-
HOTO BEHO3HOTO OTTOKa). C KOHIIa OKTAOps 1Mo JeKadph
2018 . cocTOsIHME MALMEHTA MOCTENEHHO YXYAIAIO0Ch,
MOSBUJINCH HApYyIIEHUE KOOPIUHAIIMN ABIKEHHUH U IpO-
KaHUE B pyKaX, HEBHATHOCTb PEUH, OCUILIOCTh roJoca,
nporpeccupoBaiia IIaTKOCTh NMpH Xoabbe. B nexabpe
2018 r. ObUT MOBTOPHO TOCHHUTAIU3UPOBAaH B HEBPOJIO-
THYECKOM OT/eeHne OOJIBHUIIBI IO MECTY JKUTEIbCTBA,
muarno3 BII Obut mocrasnen nmox comaenue. s yTod-
HEHMs1 IMarHo3a ObUT HANpaBJieH B HAII LIEHTP.
Hesponoruueckuii craryc npu nocrtymieHuu. Co-
3HaHUE SICHOE, OPUEHTHPOBAaH MPAaBUIHHO. MEHHHTe-
aIbHBIX 3HAKOB HeT. OOOHSIHME HE HapyIICHO. 3payku
D=S. Peakums 3paukoB Ha CBET (TpsMasi U COAPYKe-
CTBEHHas1) COXpaHeHbI ¢ 00enx cTopoH. lons 3penus He
HapymieHsl. [masasie memn D=S. J[BWKeHHs TIa3HBIX
sI0JIOK He OorpaHuueHbl, OpagukuHe3us B3opa. Konsep-
TeHIUSI OTCYTCTBOBaNA ¢ 00enX CTOpOH. UyBCTBHUTENb-
HOCTb Ha Juue coxpaHeHa. CIIa)KeHHOCTb MPaBOW HO-
COryOHOW CKJIQJIKM, TUIIOMHMHUS, PEIKOe MOpraHHe.
I'motounsnii peduexc coxpaneH. [JoraHwe He Hapy-
HIeHo. YMepeHHas nuchoHusu qu3apTpus. Jesuanuun
sI3bIKA, TUIIOTPOGUH, TOASPTUBAaHUN HE BbIsBIEHO. [lo-
JIOKUTENBHBIN X000TKOBBIH peduekc. OOmas Opaauku-
He3usl. MBIIIEUHBIH TOHYC B KOHEUHOCTSIX U3MEHEH I10
CMEIIaHHOMY THUITY, C TpeodiajaHheM MUPAMHIHOTO
KOMIIOHEHTa cipaBa. MplllleuHasl CHjla B BEPXHUX KO-
HEYHOCTAX COXpPaHEHa, B HIPKHUX — CHIDKEHA CTIpaBa B
JUCTAIIBHBIX oTAenaxno 4,5 6amna. I'myookue pedrexchr
Ha pyKax ¥ HOTaXO)KUBJICHBI, C pacIIupeHneM pedliek-
COTeHHBIX 30H, D>S, xionycsl ctomn ¢ 2 cropoH. C 00enx
CTOPOH TATOJOTHYeCKHe 3HaKu: cuMnToM Poccommmo—
Benneposuya, babunckoro, cumnrom Poccommnmo cripa-
Ba. UyBCTBUTEIHHOCTDH (ITOBEPXHOCTHAS, TIIyOOKas) He
HapylieHa. B pykax moctypajipHbIil TpEMOp, HECKOIBKO
Oomee BBEIpAKEHHBIN B MpaBoit pyke. JucanamoxoxknHes
C IIBYX CTOpOH, Oombiue crpasa. [lucMerpusi ¢ obenx
ctopoH. KoopauHaropHbie MpoObl BBITIOIHSIT ¢ MHTCH-
el ¢ 00enX CTOPOH KaK BEPXHHMH, TaK U HIKHUMHU
KOHEYHOCTSIMH. BrIsiBieHa acuHeprust mo babuHckomy.
B npoGe Pombepra neycroitums. [Ipu mposeneHun mpo-
651 TeBeHapa oTMeuantach MPOIMYAbCHS 2 11ara, jJarepo-
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nyJbCHsl — 4 1ara, peTporyinbcusi — 0OoJiee 5 maros.
[loxonka HapylieHa MO CMEIIAHHOMY THITY: aTaKTHKO-
remunaperndeckas. [Ipu xonp0e HabmrOaNCst HEOOIb-
LIOM HAKJIOH TYJIOBHILA BIiepen, axeipokune3. Hapyie-
HUH (DYHKIIUK TA30BBIX OPTaHOB HE OBLIO.

B pyTuHHBIX 1a0OpaTOpHBIX HCCIEJOBaHUSIX M Ha
OKI' nmaronmornyecknx M3MEHEHHWH BBISBIEHO HE OBLIO.
[Ipu cyrournom monutopupoBanuu (CM) OKI' u AJl Ha-
OJIrONalTi CUHYCOBBIM pUTM ¢ yactotor ot 60 mo 124 (B
cpenreM 82) yn/muH. [Ipn pusngeckoii Harpyske u y4a-
menun YCC perucTprupoBaliuCh MHU30/1bI KOCOBOCXO/IS-
el nenpeccun ST, YETKO CBS3aHHbBIE C YBEIMUYCHUEM
UCC, He comnpoBokAaroImecst 00IsIMUA B 00JacTH Cepl-
na. /lnnamuka A/l Obiia xapakTepHa it CTaOMIIBHOM
CHCTOJIO-TMACTOJIMYECKON apTepuaIbHOM THUIEePTEH3UU
B HOuHble yackl. MPT ronoBHOro Mo3ra BbIsSIBUJIA KOPTH-
KaJIbHBIE, CyOKOPTUKAIIbHBIC, & TAKXKE TapaBeHTPUKYIISIP-
HBIE OYaru IJIM03a C HEYETKUMH KOHTYPaMH, AUaMETPOM
2-3 mM. B neBoit TeMeHHOU J0JIe KOPTUKAIBHO-CYOKOp-
THKaJbHO — YYacTOK IVIM03a HENpPaBHJILHOU (HOPMBI,
pasmepamu 13X7x6 MM — 0Ooiee BEpPOSITHO, MOCTHIIIE-
Mudeckoro xapakrepa (puc. 3). OOHapyXeHbI MpHU3Ha-
K aTpoUUECKHX HW3MEHEHWI TONyHIapuid MO3KedKa
(puc. 4) 1 cpenHUX MO3KEYKOBBIX HOXKEK (pHC. 5).

Koncynpranus kapamnonora: yoequTeIbHBIX TaHHBIX
B [10JIb3Y MLIEMUH HET, U3MEHEHHs, BbIsiBIIeHHBIE 10 CM
OKI, SBASIOTCA TaXU3aBUCUMBIMU, HE COMPOBOKIAIOT-
Csl KIMHUYECKOH KapTHMHOW CTeHOKapAuu, o0ycioBie-
Hbl BETre€TaTMBHOM HEAOCTATOYHOCThIO. KoHCynbramus
odranemonora: OU runepmerponusi cnaboil CTENEHH.
['mneproHnyeckas aHTHONIATHSI CETYATKH.

[ManmenT o0cienoBaH MEAMLMHCKHM ICHXOJIOTOM,
KOTOPBI OTMETWJI PACCTPOMCTBA HEHPOAUHAMHUKU C
WHEPTHOCTHIO aTTEHUTHBHO-MHECTHYECKHX MPOLECCO-
BU KOTHHTHUBHBIM CHIDKCHHEM 110 00IEOPraHHYECKOMY
tumy. MoCA Tect: 17 6aimioB. 3puTebHO-KOHCTPYKTHB-
HbIE€ HCIIOJIHUTENIbHBIE HABBIKH C JIETKUM CHH)KEHHEM.
[To 3axutoueHuIo JIoronena UMeeTCs IU3apTpus B code-
TaHUU C TUCOHKEN CpellHeH CTEeTeHH BHIPaKEHHOCTH.

[IpoBoaunu Tepanuto muroduasuaoM 10 M, pasBe-
nerHbiM B 200 Mt u3nonoruueckoro pacteopa 1 pas B
nenb Ne 10; anexaponoM (aleTHICaIMIMIOBast KUCIIOTa)
100 mr yrpom; aropBacratnHoM-K 10 mMr no 1 Tabnerke
BeuepoM; (opmerurom (Metrdopmur) 1000 mr mo 1 Ta-
Ornetke 2 pasa B JieHb; OucorpononoM 1,25 mr 1 pa3 B
JeHb; IIpamMuIieKcoiaoM | Mr 3 pasza B JeHb (ObUIO pexo-
MEHJIOBAHO IIOCTEIIEHHOE CHIDKEHHE J03bI mo 0,25 mr
1 pa3 B 10-12 nHelt mox KOHTPOJIEM HEBPOJIOra B IMOJIU-
KJIMHUKE C ITOCTENIEHHBIM IIEPEX0I0M Ha JIeBOJIoIa + Kap-
oumomna 250 mr + 25 mr o 0,25 TabneTku 2 pasa B JICHb).
Taxoke npoBofuan JieueOHyr0 (uskyasTypy. Ha ¢one
Je4eHust ObIJI0 OTMEUYEHO YITyUIIeHHE OOILETO COCTOSHUS
MaIMEeHTa, OHAKO MOJIOKUTEIbHON TWHAMUKNA B HEBPO-
JIOTUYECKOM CTaTyce MOIy4eHO He ObUIO.

O6cy:xneHue

Hcxonst U3 TOro 4to B KIMHUYECKON KapTUHE 3a-
0oeBaHNsI MMEJIO0 MECTO COYETaHWEe MapKHHCOHW3MA,
MO3KEUKOBBIX, TUPAMUIHBIX HAPYILICHUN U BEreTaTUB-
HBIX PAcCTPOMCTB, a TakKe HEeHpOBU3yaJTU3aI[MOHHBIX
MIPU3HAKOB BBIPAKEHHBIX aTPOPUUSCKUX HM3MECHEHUN

CLINICAL RESEARCHES AND CASE REPORTS

CTPYKTYp Bapojiie€Ba MOCTa C BHUKApHBIM PaCIIMPEHU-
€M Hapy>XHBIX U BHYTPEHHHUX JIMKBOPHBIX IPOCTPAHCTB,
MPU3HAKOB aTPOPHUUECKUX M3MEHEHUH KOpBI OOIBIINX
MONyIIapuid U TIONYHIAPUA MO3KEUYKa, CPEIHUX MO3-
JKEUKOBBIX HOXKEK, a TaKKe OTCYTCTBOBAI 3()(eKT oT
MTPOTUBOINIAPKUHCOHUYECKHX MPEeraparoB, Hanboiee Be-
poATHBIM TpescTaBisics quarno3 MCA.

Y4uuThIBasi HaJMUNE BBIPAKEHHBIX COCYAWUCTBIX W3-
MeHenuit Ha MPT romoBHOro Mo3ra, B TOM YHCJIE OYa-
TOB B CTparermyeckd BaxHOW oOmactu (0azambHBIX
FaHIUsaX) Juarto3 Oosiesnu IlapkuHCOHA Cpasy ObLI
uckitoueH. [IpoBoamincs auddepeHmanpHbIid TUarHo3
C COCYIUCTHIM MapKuHCOHU3MOM. [Ipu Beeit oOeit cxo-
JKECTH KIMHWYECKUX TPOSBICHUN W3BECTHO, YTO JIJIS
COCYIHMCTOTO MAapKUHCOHU3MA XapaKTePHO BOBJICUCHUE
MPEUMYIIECTBEHHO HOT («IapKHHCOHHM3M HW)XHEW TI0-
JIOBHHBI TE€JIa» ), YTO MPOSIBIISIETCS 00JIee BhIPAKEHHBIMHU
HapYIICHUSMH XOIbOBI TI0 THITY «MarHUTHOM ITOXOIKH,
anpakCUU XOJIbObl WM JIOOHOW IuCOa3uM, KOTHUTHB-
HBIM CHIDKCHHEM, HapylIeHHeM MOYEHCITyCKaHUS U Ha-
JTUYUEeM MPUINHHO-CIICICTBEHHON CBSI3U TIEPEHECEHHO-
rO OCTPOr0 HapYIICHUS MO3TOBOTO KPOBOOOpAIICHHS U
OCTpPO WJIH MOJOCTPO PA3BHUBIIETOCS MAPKUHCOHU3MA CO
CTaOMITM3AINEe B ITOCIIE Y FOIIEM HITH ATTH30aMHU Hapac-
TaHus ¥ perpecca [1, 22, 23], uero He OBUIO y TIpENICTaB-
JIEHHOTO HaM¥ TanueHTa. Hanmnyue TIMo3HBIX MENKHX
04aroB B 00yacTu 0a3ajbHBIX TAHIIMEB B HAOIHOIAEMOM
Hamu ciydae He uckiouaer MCA, Tak Kak U3BECTHO,
yt0 1pu All HepeKO BBISBISIOTCS JIAKYHAPHBIC 04aru B
JTAHHOW 00JIACTH, KOTOPBIE MOTYT SBIISITHCS CIEICTBUEM
apTepuaibHON TMIIEPTEH3UH, CBI3aHHOW B TOM YMCIIE U
¢ Jere”epauuei cTBOJOBBIX CTPYKTYp [2]. K Tomy ke
BBIpaXXCHHBIEC LIepeOpo-1iepedesuIapHble arpoduyecKkue
M3MEHEHUs U OBICTpast Mporpeccusi 3a00IeBaHus TOBO-
pwin B oaiepkKy nuarnoza MCA.

Takum 00pa3oM, Ha OCHOBaHWW KIMHUYECKOW KapTH-
HBI 3200JIeBaHus, aHAMHE3a U JaHHBIX JOMIOJHUTEIBEHBIX
METOJIOB MCCIIEIOBAHUS OBLT BBICTaBIIeH Auarao3: MCA,
cMmeranHas (opma (TUIIOKWHETUYECKUN CHHIPOM, MO3-
JKEYKOBBIA CHHIPOM, CHHAPOM BETETaTHBHOW HENOCTa-
ToyHOCTH). ATepockiiepo3 BLIA 6e3 remMoauHaMUUECKU
3HAUYUMBIX CTEHO30B. JlMCIMpKyIsTOpHas 3HIe(anomna-
Tust 2-1 craqun. Onupasick Ha kKpurepun S. Gilman u co-
aBT. (2008), ruarHo3 cooTBeTCTByeT BO3MOkHO MCA.

HecMmoTpst Ha TUNHMYHBIC KIMHUYECKUE MPOSIBJICHUS,
JTaHHBIe HehpoBm3yanu3anuy, auarao3 MCA ObIT BBI-
cTaBiieH Oojiee yeM depe3 Toj OT Hadajia 3abosieBaHusl.
Heo0xomuMo y4nThIBaTh, 4TO HEPEIKO MOJO0HBIE OONb-
HBIC UMEIOT CEePJICUHO-COCYIUCThIC 3a00IeBaHMSI, COITYT-
CTBYIOIIYIO COCYIMCTYIO MAaTOJIOTHI0, YTO MOXKET MaCKH-
pOBaTh HayaIbHEBIC TIPOSIBIICHUSI HEHPOIEreHEePAaTUBHOTO
3aboneBanus. CrenoBaTeIbHO, OUYCHbh BXXHO Yy ITaIllUCH-
TOB C BBIPOKECHHBIM COCYIUCTHIM MOPAKCHHEM TOJIOB-
HOTO MO3Ta TIPY Pa3BUTHH CHHIPOMA MAPKUHCOHHM3MA B
COUYETaHMHU C MO3KEUYKOBOU U BEr€TaTUBHOM HEIOCTATOU-
HOCTBHIO HE OCTAHABIIMBATHCS HA TMArHO3€ JAHUCIHPKYIIS-
TOPHOH 3HIE(AIONaTHy, a MPOBECTH JTUATHOCTUUCCKUN
nouck B Hanpasienuu All, B wacthoctu MCA.

ABTOpBI 3afIBJSIOT 00 OTCYTCTBUM KOH(IMKTA
HHTEpPecoB.
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