CNYYAN N3 MPAKTUKN

DOI 10.25789/YMJ.2020.72.29
YK 616-009.1

4 2020 ERNALW @

A.E. AnamoBa, A.A. Tannaxos, T.K. laBsbigoBa, T.E. Nonoea,

KO.UN. Xabaposa

TPYOAHOCTU OUWATHOCTUKU
MYNbTUCUCTEMHON ATPODUN
HA PAHHUX CTAOUAX
(KMIUHWYECKUE HABINTIOOEHUA)

WccnenoBaHbl nutepaTypHble AaHHble No MynstucuctemHon atpocpum (MCA), paccMoTpeHbl ee KnMHUYeckue ocobeHHOCTU U NpuBeaEHbI
COBPEeMeHHble AuarHocTuyeckme Kputepumn aaHHoro 3abonesanus. MpeactaBneHbl cO6CTBEHHbIE HAOMIOAEHNS 3@ NaUMeHTaMu ¢ PasnuyHbIMK
dopmamu MCA, npoLuealummm ctaumoHapHoe rneyveHne B LieHTpe HelipoaereHepaTMBHbIX 3ab6oneBaHnil SIKyTCKOro Hay4HOro LIEHTPa KOMMMEKCHbIX

MeaunumHckux npobrem B 2019-2020 rr.

KnrouyeBble cnoBa: MYINbTUCUCTEMHAA anO(bI/Iﬂ, BeretatmBHas HeOOCTATOYHOCTb, MAPKMHCOHU3M, aTakCcuA, OABUraTtesribHble paCCTpOVICTBa,

npammgHaa HegoCTaTOYHOCTb.

In the article the literature data on MSA, the clinical features are studied and modern diagnostic criteria for this disease are provided.

We introduce our own observations of the patients with various forms of MSA who underwent inpatient treatment at the Center for Neurodegen-
erative Diseases of the Yakutsk Scientific Center for Complex Medical Problems in 2019-2020.

These clinical cases have been studied with the aim to draw attention of general practitioners and neurologists to the disease onset among
elderly patients and to the syndrome of autonomic insufficiency, which may be the initial manifestation of MSA, since this rare disease has a rapidly
progressive course and leads to mortaltiy. In turn, the early diagnosis of the disease contributes to timely correction of autonomic and motor disor-
ders and ultimately increases quality and lifetime.

Keywords: multisystem atrophy, autonomic insufficiency, Parkinson disease, ataxia, motor disorders, pyramidal insufficiency.

BBepgeHue. MynstucucremHas atpo-
dusa (MCA) — aTto peakoe HempoaereHe-
paTuBHOe 3aboneBaHue, xapakTepusyto-
LLieecsi NporpeccupytoLLen BereTaTMBHOM
HepocTaTo4HocThio (BH), napknHCoHW3-
MOM, MO3XXEYKOBbIM 1 MMPAMULHBIM CUH-
ApoMamy B pasnunyHbIX KOMOWHaUMAX C
datanbHbIM McxogoM. 3aboneBaemMocTb
coctaBngeT B cpegHem 0,6-0,7 cnydasn
Ha 100 TbiC. HaceneHus B rod, ogHako
YBENMYMBAETCS C BO3PACTOM M AOCTUraeT
3 cnyyaeB Ha 100 TbiC. B rog cpeau Ha-
ceneHusd ctapwe 50 net [7, 10, 11]. MCA
C OOMHAKOBOW 4acTOTOW MOpaxaeT nuL
o6oero nona, yawe Bcero AeboTnpyeT B
50-60 neT n xapaktepuayeTcs ObICTPbIM
NpOrpeccMpoBaHneM C NneTarnbHbIM UCXO-
OOM B TeyeHue 5-7 net [9, 12, 14].

Mpn MCA B 20-75% cny4aeB Mo-

TOpPHbIM  MPOsIBNeHusM  3abonesaHus
npeaLwecTByeT npogpoMarnbHas ctagus,
KoTopasi MOXET  XapaKTepu3oBaTbCs

pa3BUTMEM OPTOCTaTUYECKOW TUMOTEH-
311, HENPOreHHbIX HapyLueHUi Mouvew-

SIrbHY AHL KM LieHTp HevipopereHepaTtms-
Hbix 3aboneBaHuii: AJAMOBA AnuHa EBre-
HbEeBHa — M.H.C., Bpa4 HeBporor, adalina666@
yandex.ru, TAINMAXOB Anekcen Anekce-
€BUY — K.M.H., C.H.C.; AoueHT MeauumHckoro
nHctutyta CBOY nm. M.K. Ammocosa, Bpay
Hesponor YHJ1 Herponcuxogunanonormy. mc-
cneg. Knunukn CB®Y, dralex89@mail.ru,
OABbIOOBA TartbsiHa KumMoBHa — K.M.H.,
B.H.C.-pykoBod. UenTtpa HA3, MOMOBA Ta-
TbsAAHa EropoBHa — O.M.H., 3aM. gupekTopa
AHL, KM, XABAPOBA Onusa UnbuHunyHa
— M.H.C., 3aB. otaeneHvem LleHtpa HO3.

CrycKaHus, WMHCMMPAaTOpHOro cTpuaopa,
3PEKTUNBHOM ANCHYHKLMMK, a Takke Ha-
pyLleHem nosegeHus B asy cHa c bbl-
CTPbIMU OBWXEHUsIMU a3 (HapyLueHue
REM-dasel cHa) [10]. 3aboneBaHue xa-
pakTepusyeTcs ObICTPbIM U HEYKIOHHbIM
nporpeccMpoBaH1MemM u 4yepes 5 nert no-
crne nepBbix MposiBNeHu 3aboneBaHus
60% nauMeHToOB OKa3blBalOTCA B MHBA-
NWAHOM Kpecne, a cnyctsa 6-8 net 6onb-
LUMHCTBO U3 HUX CTAHOBSITCSA NMPUKOBAHbI
k noctenu [10]. K daktopam Hebnaro-
NPUATHOIO MPOrHO3a OTHOCHAT MO3AHWUIA
BO3pacT Ha MOMEHT aebioTa n paHHee
pasBMTUE BbIPAXEHHOW BEreTaTMBHOW
HepocTaTodHocTu [8, 9, 14, 15, 16]. Haw-
6onee YacTbiMy NMpUYMHAMU NETANBHOIO
ncxopa 6onbHbix ¢ MCA saBnsieTcs BHe-
3anHas cMepTb BO CHE, acnupauMoHHas
NHEBMOHWS BCNEACTBME HAPYLUEHWUI ro-
TaHWs, opTOoCTaTMyecKkasl rMNoTeH3ns u
apyrve npuyunHbl [13].

Maumentel ¢ MCA nMeT LWnpoKuii
CMEKTP HapyLUEHW BEreTaTMBHOW HepB-
HOW cucTembl, HO Haunbonee xapakTep-
HbIM SIBMISIETCSA NOPaXeHe MOYENosIoBon
1 kapguosackynspHon cuctem [11]. Ma-
LMEHTbl NpY pasBUTUM OaHHbIX CUMMNTO-
MOB He Bcerga obpallatTcs 3a meau-
LIMHCKOW MOMOLLbIO, CBOASI CBOW Xanobbl
Ha BO3pacCTHble M3MEHEHWs OpraHu3ma,
YTO YCINOXHSET CBOEBPEMEHHYHO AMarHo-
CTVKY JAHHOrO pPeadKoro HemlpoaereHepa-
TUBHOro 3abonesaHusi. OgHako WUMEH-
HO HapyLleHUs BereTaTMBHOW CUCTEMBbI
ABMSOTCA Havbornee 3HaYMMbIMKU Anis
nauMeHToB C NpogpoMarnbHOW cTaguven
MCA.

KnuHnuyeckas kaptuHa MCA cknagbl-
BaeTCA W3 BeretaTMBHOW HeLOCTaTOu-
HOCTM, MO3XKEYKOBOW aTakCuu U NapKuH-
coHusMa. Hamnbornee yacTtbiM 1 B TO e
BpeMSl TSDKENbIM  KapAMOBaCKYMSIPHbIM
BEreTaTvBHbIM HapyLUEHNEM SIBMSETCA
opTocTaTnyeckas runoTeHsus, Kotopasi
pas3BMBaeTCs BCMNEACTBME HapyLUeHUs
aKTMBauuM  CUMMATUYECKUX  Ba30KOH-
CTPUKTOPHbIX HenpoHoB [10]. CumnTtoma-
TUKa MOXET ObITb CKPbITON U BblpaxaTb-
cq obuien cnabocTbio, APOXbIO B Tene,
rofiloBHOM 0OOMblo, TOLUHOTOW, a Takke
anckomdoptom B obnactv weun u nnev
npy CMEHE MONOXKEHNSI U3 FTOPU3OHTasb-
HOro B BepTuKanbHoe. lMpu Gonee Bbi-
paXXEHHOM CHWXEHUM apTepuanbHOro
OaBrneHnsi BO3MOXHbl  CUHKOMAarnbHble
cocTosHNA 1 nagexus. Kpome optocta-
TUYECKOW TMMNOTEH3MN KapauoBacKynsp-
Hble HapYyLUEHNS B paMKax BEreTaTuBHON
HEOCTAaTOMHOCTM  MOFYT MPOSIBMATLCA
apTepvanbHOW TMNepTOHMEN B MONoxe-
HUK nexa (0COBeHHO B HOYHOE Bpewms),
(PUKCMPOBAHHBLIM MYSIbCOM, NOCTNPaHAN-
anbHOW TMNOTeH3nen (rMnoTeH3nen no-
cne npuema nuww) [1]. Mpn MCA moryT
pasBMBaTbCA U MHblE BeretaTBHblE Ha-
pyLueHusi: ocrniabneHve MOTOPUKKN XKery-
OOYHO-KMLLEYHOro TpakTa, HapylueHue
3payKkoBbIX peakuui, TepMoperynsTop-
Hble HapyLUEHWs, aHTIMAPO3 UNn rMnepru-
Apoas, akporunotepmus [10].

BereTtaTuBHble HapyLLeHUs1 xapakTep-
Hbl 1 Ansa 6onesHun MNapknHCoHa, 4To Tpe-
OyeT nposefeHus anddepeHumansHon
OMarHoCTUKN, ocobEHHO NMpU OTCYTCTBUM
MO3)XKEYKOBbIX M NMUPaMuAHbIX 3HaKoB. B



. AKYTCKUA MEONLIMHCKNW KYPHAT

TO >xe Bpems npu MCA BereTtaTvBHbIE Ha-
pyLUEHUs pa3BMBAKOTCA HA paHHEn cTa-
OVW, MOTyT NpeaLecTBOBaTb Pa3BUTUIO
CMMNTOMOB MapKMHCOHU3Ma U BHOCAT
Gonblnn BKNag B CHWXKEHWE KadecTBa
XKW3HW MaLMEHTOB, YeM [BUraTenbHbIN
aednumnT [2].

Cpeo  HEMOTOpPHbIX  NPOSIBNEHUN
MCA 3HauMMyto porb UrpatoT Takke pac-
cTpovicTBa AbixaHus. Tak, no4YTy B nomno-
BVHE CIly4aeB HEMOTOPHbIX NPOSABIEHUIA
Ha pas3BepHyTon ctagum MCA oTmevaeT-
CS1 MIHCNNPATOPHbIVA CTPUAOP, BO3HMKALO-
LA BCreacTBME OUCTOHMM TONOCOBbIX
CBSI30K UNWN AeHepBaLMn MbILL, ropTaHu,
HemHoro pexe (y 40% naumeHToB) Ha-
oniogarTcs CUHAPOMbI arnHO3 BO CHE Kak
O0GCTPYKTMBHOrO, Tak U LlEHTParbHOro re-
Hesa [1].

Ona MCA xapakTepHbl KOrHUTUBHbIE
1 adpeKkTnBHbIE HapyLleHns. HecmoTps
Ha TO, YTO AEMEHLMS CHUTAETCS UCKMIo-
yatowwmm npusHakom npu MCA, cneayet
NOMHUTb O TOM, 4TO Yy 1/3 MmauMeHTOB
HabntofaeTc YMEpPEHHO BbIPAXEHHOE
CHWKEHUE KOTHUTMBHBIX (PYHKUMIA, Kak
npaeuno, nobHoro Tuna. Ha no3gHux
cragusax y 4,5% naumeHToB BO3MOXHO
passuTtne gemexuunn [9]. Cpegmn amoumo-
HanbHbIX HapyLueHun npu MCA BcTpeda-
I0TCS Oenpeccusi, TPEBOXKHOCTb U MaHu-
yeckue ataku [1].

JNleueHne MCA ocTaetcs cumnToma-
TudeckuMm. Tepanus opTocTaTUYeCcKon
TMNOTEH3MN YacTO AOCTAaTOYHO COXHas,
BMECTE C TEM OHa Yrnyu4llaeT KayeCcTBO
K13HU 6ornbHbIX MCA. HemeaukameHTo3-
Hble MeTOAbI BKITIOYAOT HarNoXeHne KoM-
NPECCUOHHbIX BUHTOB Ha HWKHME KOHEeuY-
HOCTM, MOBbLILLIEHWE COAEpPXaHUs Cconu
B pauuoHe, NpuUnogHMMaHue rorioBHOro
KOHUa kpoBaTtu. MegukameHTo3Hasi Tepa-
NSt OPTOCTaTUYECKON MMNOTEH3UN BKITHO-
YaeT HasHa4yeHue a-apeHOMVMETMKOB
(MngogpvH), MUHEPanoKopTUKOUAOB
(donyapoKOPTM30H) U MHIMBUTOPOB aLle-
TUNXONMUHACTEpPa3sbl (MMpraoCTUrMuH)
[4]. XonuHonmuTukn nepudepuyecKoro
nenctensa apekTMBHLI NpyU Hegepxa-
HUM MOYM, OOHAKO YacTO MHAOYLMPYIOT ee
3a4epXKy; 4eCMONPECCUH, NPUHATLIN Ha
HouYb, obecneyrBaeT perpecc HUKTYpUW.
[Mpn HENnornHoOM OMOPOXHEHUN MOYEBOrO
ny3blpsi HeobxoavMa nepuoguyeckas ka-
TeTepusaums [6]. MNpy MOIPKEYKOBLIX Ha-
pyweHnax MCA acbdhekT1BHOro rneveHuns
B HacTosLlee BpeMs He cyLlecTByeT. [Ang
CHWXEHUSA CMMMTOMOB MapKMHCOHM3Ma
NPUMEHSIOTCA MpenapaTbl NeBoAonbl B
nose go 1000 mr/cyT npu ycrnoBumn xopo-
Len nepeHocnmocTu [6].

OnucaHne KIIMHUYECKUX CrlyvyaeB
MCA.

KnuHuyeckul crnydad Net. MaumeHT
W., 71 rog, B Bo3pacTe 61 roga Hadvan

OTMeYaTb BbIpaXeHHble konebaHus ap-
TepuanbHoro gaeneHus ¢ 60/40 mm pr.
cT. 8o 230/120 mm pT. CT. [MNOTEH3MBHbIE
npenapartbl  MpUHUMan HeperynspHo,
Habnioganca ¢ OuarHo3oM «rMnepToHM-
Yyeckass GonesHb» y y4acTKOBOro Tepa-
nesTa. B 65 net nosBunock HeaepxaHue
MOYM, OQHaKO 0COBOro BHUMaHUs Ha Mo-
YyeBble paccTpoincTBa He obpawan. 3a-
MEeTHOE yXyAlleHne Ha 7- rog 6onesHu
B Bo3pacte 68 neT: u3-3a HegepXaHus
MOYM Hayan HOCUTb Mamnepcobl, Npucoe-
OVHUNUCL 3aMELNEHHOCTb B ABUXKEHUSIX,
LaTkoCcTb Npu xoabbe ¢ nepuognyeckum-
MU nageHusimu. MNauneHTa Takke 6ecno-
Kourna BblpaxeHHas obliasi cnabocTb u
HECVCTEMHOE TONMOBOKPYXEHWE, KOTopble
perpeccupoBanu B TOMOXEHUN nexa.
CeMelHbIi aHamMHe3 No ABuraTtenbHbIM
HapyLUEeHNsIM He OTSAMOLLEH.

Ha cneunanuanpoBaHHbI Npuem K
HeBpoOIory-napkMHcoHonory B LleHTp
3KCTpanupamugHbIX pacctponcts u 6o-
TynuHotepanun KnuHukn Cesepo-Boc-
TOYHOro dheaepanbHOro yHuBepcuTeTa
mMm. M.K. AMmocoBa obpaTuncsa Ha 8-i
rog csoero 3abonesanus. Mpu ocmoTpe
BbISIBNIEH CUMMETPUYHBIA aKMHETUKO-PpU-
rMOHBIA CUHAPOM, MPU3HAKN MO3IKEYKO-
BON atakcuu. MNpoba Ha opTocTaTude-
CKYIO TUMOTEH3UIO BbISIBUIA CHDKEHMWE
ALl ¢ 130/80 MM pT. CT. (B NONOXeHUU
nexa) go 90/60 mm pT. cT. (4epe3 3 MVH B
BEPTUKANbHOM MOSTOXKEHWM).

TecTbl Ha KOTHUTMBHbIE (PYHKUMU B
npegenax HopMbl, 3a UCKIIOYEHNEM fer-
KOro CHWXeHWsi (DOHETUYECKON peyeBom
aktmBHocTu. HADS — 5/5 (B Hopme).

[MaumeHT ans ganbHenwero obcneno-
BaHWsi rocnutanuavpoBaH B LieHTp Hel-
pofereHepaTuBHbIX 3aboneBaHu AkyT-
CKOFO Hay4yHOro LUEeHTpa KOMMMEKCHbIX
MeauumMHckux npobnem (AHL, KMIM).

CyTo4HOE MOHUTOPUPOBaAHME apTe-
pvanbLHOro [OaBreHUs BbISIBUIIO  3MK-
304bl CHWXKeHnss ALl B yTpeHHue u
OHEBHbIE Yacbl C MUHWMarbHbIM 3Ha-
yeHneM Ao 75/53 MM PT. CT. U HOYHYHO
rmunepteH3uto go 210/103 mm pt. CT.

MPT ronoeHoro mosra BbisiBuna gud-
dy3HYH0 aTpOUI0 KOPbI FOMOBHOMO MO3-
ra u Moaxeuka.

YunTbiBas BEreTaTuBHy0 HEOOCTaTOY-
HOCTb, AKWHETUKO-PUTMAOHBIA CUHOPOM,
MO3XXEYKOBblE 3HaKym W XapaKkTepHble
M3MEHeHUs1, BbISBNEeHHble Ha MPT-
nccrnefoBaHUy rofiloBHOTO Mo3ra, nauu-
€HTY BbICTaBMNeH ANarHo3 MynbTUCUCTEM-
Has atpodums, cuHapom LLas-Apavixepa.

Mpun BbINMCKE pekoMeHOoBaH MpueM
a-agpeHoMumeTnka (MugogpviHa) noA
KOHTPONEM HEBPOIIOra No MecTy XUTerb-
CTBa, a TakkKe cMMNTOMaTuyeckas Tepa-
nms.

KnuHuyeckul criydal Ne2. TMauuneHT

., 61 rog, rocnutanuanposaH B LleHTp
HelpofereHepaTMBHbIX  3aboneBaHuii
AHL, KM ¢ xanobamn Ha 3amenneH-
HOCTb W CKOBaHHOCTb B [OBWXKEHUSIX,
BbIPaXXEHHYI0 TPEBOry, HEBO3MOXHOCTb
cnaTb Nnexa BBUAOY BbIPAXEHHOW TPeBO-
1, YacTble MOYENCNYCKaHUS 1 3amnopbl.

M3 aHamHe3a 3aboneBaHust U3BECTHO,
4yTo ¢ 58 et Ha4yan oTMeYaTb LIaTKOCTb
npu xoabbe, 4yactoe MoyewncnyckaHue,
3anopbl, HECUCTEMHOE TONOBOKPYXEHNe
n ObICTpyto yTomMnssemocTb. B TeyeHue
nocrneaywLlmMx OByX net Habmogancsa y
TepaneBTa C XPOHWYECKMMU 3anopamu
M y HEeBponora C OMarHo3oM AUCLUPKY-
nsaTopHas aHuedanonatna. Cumntoma-
TUKa MeaneHHo Hapactana. CeMmelHbIn
aHamHe3 He oTdrowleH. B BospacTte 61
roga npucoeguHunachk 3aMeasieHHOCTb
M CKOBAHHOCTb B [BWXKEHUSAX, BBUAY
Yero BbICTaBMEH [AMarHo3 COCYAMUCTLIN
NapKMHCOHM3M, Ha3HayeH NpamMuneKkcon
B cyTouHoun fose 0,75 mr 6e3 adpdekra.
Heliponcuxonoruyeckue tectbl: MoCA —
24 6anna (Npv3HaKky yMEPEeHHOro KOrHuW-
TuBHOro pacctpouictea), HADS — TpeBora
— 6, genpeccust — 18 6annoB (BblpaXkeH-
Hble KIMHWYECKME AaHHble Oenpeccum).

B HeBponoru4yeckom cratyce BbiSIBIEH
OBYCTOPOHHUIA  CUMMETPUYHBIN  aKUHe-
TUKO-PUTMAHBIA CUHAPOM, NUpamMuaHas
HedoCTaToudHOCThL (B Buae runepped-
TNIEKCUN N MNATONOTNYECKMX SKCTEH3OPHbIX
3HaAKOB), NErkMe MO3XKEYKOBbIE CUMMTO-
Mbl (MHTEHUMSI NPU BbIMNOSIHEHUM Masb-
Lle-HOCOBOM M KOMNEHO-NSATOYHON npob)
1 Ta30Bble HapylleHusi B BUAE 4acToro
MoYencnyckaHusi ¢ anusodamu Hegep-
XaHunst moun. OpTocTatudeckas npoba
KITMHUYECKM 3HAYMMOTO CHUXeHns ALl He
3admkcmpoBana.

Ha MPT ronoBHOro mosra BbISIBIIEHbI
xapaktepHble ansa MCA nameHeHus (pu-
CYHOK).

[MaumeHTy HasHayeH npenapaT ne-
Bogona / kapbugona C TUTPOBaHUEM
0o 750 mr + 75 mr / cyT, Ha doHe yero
3HAYUTENMBHO CHU3UIMUCH MPOSIBMEHMUS
AKMHETUKO-PUrMaHoro cuHapoma. Kpome
TOro, HasHayeH 6ycnupoH B fose 10 mr/
CyT AN KyNMPOBaHWS TPEBOTU.

Takum 06pasom, yuuTbiBas npesa-
NMpoBaHWe B KIIMHUYECKOW KapTuHe
CUMMETPUYHOTO  aKMHETUKO-PUTMOHOTO
CYHOPOMA, Hanuyve nuMpaMuaHoOu He-
[OCTaTOYHOCTU, paHHee pasBUTME CUM-
NTOMOB BEreTaTMBHON HE4OCTAaTOHYHOCTH,
NONOXWUTENbHbIV OTBET Ha NneBogona-Te-
panvio, nauuMeHTy BbICTABMEH AuarHo3
MynbTUCMCTEMHAsI aTPOdUsi, HUTPOCTPU-
apHbIN BapuaHT.

KnuHuyeckul cnydal Ne3. TlMaumeHT
H., 59 nert, rocnutanuanposaH B LleHTp
HenpogereHepaTUBHbIX 3aboneBaHui
AHL, KM ¢ »xanobamyn Ha M3MeHeHue



MPT ronosHoro mo3sra nauvexta . Onpepenserca atpoduna 4epBsa MO3Xe4ka U MocTa
Ha caruTTanbHbIX cpesax (A), aTpodusa nonywapuin Mo3xeyka ¢ pacumpeHnem 6oposg,
nonocTn 4YeTBEpPTOro xenygoyka u atpodus mocTa ¢ popmMMpOBaHMEM CUMMTOMA
«kpecTta» (B)

peyu, LWAaTKOCTb M HEYCTOMYMBOCTb Mpwu
xogbbe, mnonepxvBaHue npu npueme
XKWUOKOW MULLKM, YacToe MouvencrnyckaHue
C anu3odamu HegepkaHusi MoYK, npepbl-
BUCTbIN COH BBMAY YaCTbIX MOYENCMyCcKa-
HUI.

Havanocb 3aboneBaHve B 57 net c
M3MEHEHUS peyun, rornoca, nonepxmeaHui
npy npueme MULWKM U HEyCTOMYUBOCTU
noxodkun. B 58 ner passmnack LIATKOCTb
npu xoabbe ¢ nageHusMKn, NpucoeanHn-
JINCb YacTble MOYENCMNYCKaHUA, anNn3oapl
HefepXaHus moyn. BBuay Hannymsa mos-
)KEYKOBOM aTakCum nauueHTy Obin uc-
KIOYEeH OMarHo3 crnvHolepebennsipHoi
atakcuu 1-ro Tuna.

B HeBpomnormyeckom cratyce BbIsiB-
NeHbl: MNPU3HaKM CTaTo-JTOKOMOTOPHOM
aTtakcuum, gucdoHus, gucdarvsa, gusap-
TpUsi, TA30Bble HapyLUEHUS MO TUMY He-

pepxaHuda.  OptocTtatnyeckass npoba
KITMHUYECKM 3HAYUMOTO CHWKeHnst ALl He
3admKkcmpoBana.

[MpoBeneHbl  HEMponcMxonornyeckmne
Tectbl: MoCA — 22 6Ganna (npusHaku
YMEPEHHOTO  KOFTHUTMBHOIO  PacCTpOK-
ctea), HADS - 6/4 (B Hopme).

[Mpn MPT ronoBHOro mosra BbIsiBNEHbI
npu3HakM atpomm Moxeyka u MocTa ¢
(POpMMPOBAHMEM CUMMNTOMA «KPECTa».

YunTbiBas npeBanupoBaHNE MO3XKeY-
KOBOW CMMMTOMAaTUKW, Hanuune Bereta-
TMBHbIX HapyLUeHUn, XxapakTepHble MPT-
NpU3HaKW, NauMeHTy BbICTaBNeH AnarHo3
MynbTUCUCTEMHAs aTpodusi, ONMBOMOH-
TouepebennsapHbI TUM.

OnncaHHble HaMW KIUHUYECKUe Ccry-
Yyau [EeMOHCTPUPYT HeobXoaumocTb
TwareneHoro HabnwaeHus n obcnenosa-
HWUSI NALMEHTOB C BereTaTUBHbIMU Hapy-

JlnarHocTuyecKue KPUTEPUU MYJIbTHCUCTEMHOI aTpodun
(mo Fanciulli A., Wenning G., 2015)

Kareropus

ITpusnax

Jocrosepras MCA

ITocmeprHOE OOHapyKeHue: 1) MHOTOUYHCIEHHOTO O - CHHYKJICHHA;
2) HelposiereHepaTHBHBIX H3MEHEHHH B CTPHOHUTPAIIBHOM
Y OJIMBOTIOHTOLIEPEOpaAIbLHOM 00IaCTIX

Bepostnas MCA

Cnopaauueckoe nporpeccupytomiee 3adoneBanue (Hayano mnocie 30
JIeT), KOTOpOE XapaKTepH3yeTcs BETeTaTWBHON HEIOCTaTOYHOCTHIO,
BKJIIOUAs HeAAGPXKaHHE MOYH (C IPEKTHIBHOM TUChYHKIMEH y MyX4nH)
WA OPTOCTATHYECKUM BCHIKEHHEM apTepHaIbHOTO NaBICHUS HE Me-
Hee yeM Ha 30 MM PT.CT. CUCTOJIMUECKOTO WK 15 MM PT.CT. ANACTOIH-
YECKOTO uepe3 3 MUHYTHI CTOSHUS TUTFOC OJJHO M3 CIICAYIOIIETO:

1) mapKMHCOHM3M C IUIOXOH peakumei Ha jeBopomy (turm MSA-P —
MApKUHCOHMYECKHIA),

2) mo3keukoBbIil cuaapoM (T MSA-C — onuBonoHToIepedeIsp-
HBI)

[TonnepsxuBaromiue
KpUTEepuu

JlucToHust MbIII] OOJAaCTH TOJNOBBI M ILEH; HENPONOPLMOHAIBHBIN
AQHTEKOJUTHC; COTHYTHIH MO3BOHOYHHK (BIIEpel, B CTOPOHBI WM 00a);
KOHTPAKTyphl PyK HJIH HOT; AbIXaTeIbHbIC B3I0XH; TsOKENas AUCHOHUS,
TSDKeTIast TU3apTpusl; HOBBIM WM YCHJICHHBIN Xpal; MOXOJIOaHUe PYK
U HOT; HeJIepXKaHue MOUYH TP 3MOLMOHAIBHBIX PEaKIUAX (CMeXe WIN
Tu1ade); NOCTyPaIbHBIN MM KHHETHIECKUI TpeMop

HexapakTepHsie
NpHU3HAKI

Tpemop TOKosl MO TUITy «KaTaHWs MUIIONb»; KIMHWIECKH 3HAYMMast
Helponatusi; rajulOLUHALMK, HE BbI3BaHHBIC JICKAPCTBAMM; Hadajo
rociie 75 JeT; MOJMOKUTEIbHBIA CeMEHHBIM aHaMHEe3; TeMeHIHs (B CO-
orBeTcTBUY ¢ KputepusiMu DSM-IV); n3menenns 6eioro BemecTna ro-
JIOBHOTO MO3ra, XapaKTepHbIE IPU3HAKH PACCESTHHOTO CKIIepo3a
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weHuamn. Bo Bcex Tpex crnyyasix kapau-
OBaCKyrsipHble M Ta30Bble pacCcTponcTBa
npegLwecTBoBanu ycTaHOBKE [AuarHosa
MCA. B 10 xe Bpemsi cnegyeTt NOMHUTB,
yto ans anarHosa MCA Heobxoammo Ha-
nnYne He TOoNbKO BeretaTMBHOM HegocTa-
TOYHOCTU, HO M MO3XEYKOBOW aTakcum u/
Unu napknHcoHuama (tTabnuua) [10].

3akntoyeHune. Takum obGpasom, Obl-
CTPO Mporpeccupyolime n TpyaHo noa-
[awLlmnecs INeYeHuo CUMMTOMbl Bere-
TaTUBHOW HELOCTAaTOYHOCTU MOTYT ObITb
HadanbHbiMK nposereHuamn MCA. K
coXaneHuto, nevyeHme gaHHoro 3abone-
BaHMsI OCTAeTCa CUMNTOMATUYECKUM, Of-
HaKO CBOEBPEMEHHOE Hayano Tepanuu
MOXET HECKONMbKO YMy4llUTb KayecTBO
JKWU3HW NaLNEeHTOB.
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A.C. AcekputoBa, 3.A. EmenbsaHoBa, A.lN. JJanbapaesa

KINMUHUYECKUNIN CNTYYAHN

QO3UNHODUITIBHOIO NTIPAHYJNIEMATO3A
C NONNAHTMATOM: TPYAHOCTU ONA-
THOCTUKUN U KNUHUYECKAA KAPTUHA

B cTatbe npeactaBneH KMMHWYECKUA cryyan 303UMHOMUITBHOMO rpaHynemarosa ¢ nonvaHrumTomM (cuHgpom Yapmxa-Ctpocc), AvarHoCcTupo-

BaHHOIO BrepBble y 27-NeTHEr0 MyX4MHbl C BpOHXManbHONM acTMoW, NepudeprUIecKon rMnepa03MHOUNNEN 1 BOBNEYEHNEM XEMYAO04HO-KULLIEY-
HOro TpakTta. PeTpocnekTVBHbIN aHanm3 TedeHns 60ne3Hn HarmagHo AEMOHCTPUPYET TPYAHOCTU ANArHOCTUKM STOrO KIIMHUYECKOro COCTOSHMS. B
AaHHOM KITMHUYECKOM Criyvae AuarHos 6bin BbicTaBneH cnycts 1,5-2 roga ¢ MOMeHTa NosiBNeHns nepBbixX NPosiBNeHnn 3abonesanuns, BO BTOPOM
nepvioge passuTMa 6onesHn, Ha OCHOBaHWM KnaccudurKaLnOHHbIX KpUTepreB 60Mne3Hn, BbISBIEHHbIX Y NauueHTa: bpoHxmanbHas actMa, puHoCu-
HyconaTus, NeroyHble MHPUNLTPaThl, FACTPOIHTEPOKONUT U MMNEP303MHOMUINSA, HECMOTPS Ha OTCYTCTBME BMOMOrNYECKMX MapKkepoB BacKynura.
OTOT CMHAPOM peaKo BCTPEYaeTCs B KIMMHUYECKOW NpaKTuKe, OAHAKO Bpayn PasfvyHbIX CneuuanbHOCTEN AOMKHbI MOMHUTL O BO3MOXHOCTMW €ro
BbISIBIIEHUS Y CBOMX MaLMEHTOB.

KntoueBble cnoBa: cuHapom Yapaxa-Ctpocc, 303nHOoMUbHbIN rpaHyneMartos ¢ nonvadruntom, EGPA, ANCA-accouunpoBaHHble BacKymu-
Tbl, OpOHXManbHasa actTma.

The article presents a clinical case of eosinophilic granulomatosis with polyangiitis (Churg-Strauss syndrome), which was diagnosed for the
first time in a 27-year-old man with bronchial asthma, eosinophilia, and gastrointestinal tract involvement. A retrospective analysis of the disease
demonstrates the difficulties in diagnosing this disease. In this clinical case, the diagnosis was made 1.5-2 years after the onset of the first mani-
festations of the disease, in the second period of the development of the disease, based on the symptoms of the disease that were identified in the
patient: bronchial asthma, rhinosinusopathy, pulmonary infiltrates, hypereosinophilia, despite the absence of biological markers of vasculitis. This
syndrome is infrequently in clinical practice; however, doctors of various specialties should be aware of identifying this syndrome in their patients.

Keywords: Churg-Strauss syndrome, eosinophilic granulomatosis with polyangiitis, EGPA, Anti-neutrophil cytoplasm antibody (ANCA)-asso-

ciated vasculitis, bronchial asthma.

BBegeHune. D03MHOMUNBHBIA rpaHy-
nematos ¢ nonnaHrumtom (EGPA) (paHee
cvHgpoM Yapaxa-CTpocc) BrnepBble Obin
onucaH B 1951 rJ.Churg mn L.Strauss.
OHu npegcraBunu Tpyagy rmctonaTono-
rMYECKNX NMPU3HAKOB: HEKPOTU3MPYIOLLNIA
BaCKynuT, 303MHOMUMBHYI NHMUNLTPa-
LMK TKaHeW N BHECOCYAMUCTbIE rpaHyne-
Mbl, Ha ayTorncum 13 nauneHToB CO CXOA-
HOW KNMHUYECKON CUMMTOMATUKON: TAXe-

MeguunHckuii MHCTUTYT CBOY nm. M.K. AmMmo-
coBa, I. Axkytck: ACEKPUTOBA AnekcaHapa
CtenaHoBHa — K.M.H., goueHT, aleksaykt@
mail.ru, EMEINNIbAHOBA 3nbBupa AHape-
eBHa — K.M.H., JoueHT, elviraemelyanovaO3@
mail.ru, JANIBAPAEBA Anéna lNMeTtpoBHa —
opaunHatop, alyona_petrovna@mail.ru

nas OpoHxuanbHas acTma, nuxopagka,
303MHOMNMA, cepaeyHas U MnoyeyHas
HEeL0CTaTO4HOCTb, nepudepuyeckas
Hewnponatus [1,2,6].

B Hactosiwee Bpems 3abonesaHue
Np13HaHo ofHoM 13 hopmM BacKynuTa, ac-
COLMMPOBAHHOIO C aHTUTENamu MpoTuB
HelTpodunbHon umTonnasmsl (ANCA),
XapakTepuayrLweroca 303UHOMUNbHbLIM
rpaHynemMaTo3HbIM BOocnarieHneM un cocy-
OVCTbIM BacKynMTOM Maroro n CpefHero
pasmepa, CBA3aHHOro C acTMOM U 303U-
Hodbunuen [3-5].

B 3aBucumocTn oT reorpadunyeckmx
PErMOHOB U MPUMEHSIEMbIX KpUTEpPHEB
exerogHas 3abonesaeMoCTb U pacnpo-
ctpaHeHHocTb EGPA cocrtaensiet 0,9-2,4
n 10,7-17,8% Ha MUNNAMOH HaceneHus
COOTBETCTBEHHO. MYXUMHBI U KEHLUW-

Hbl 6onetoT oamnHakoBo Yacto. CpegHui
BO3pacT Havana 3aboneBaHusa 38-49 net
[1,2,4,6].

MaTtoreHe3s EGPA fo cux nop 4o KoH-
Lla HEeM3BEeCTEeH, U HeT CTaHJapTHOW Te-
panuu, OCHOBaHHOW Ha pe3yrnbraTtax
KIMHMYeCcKnx uccnegosanun [3-7]. Ma-
umeHTtbl ¢ EGPA un3HavanbHO, Kak npa-
BWUMO, oOOpallalTcs K TepanesBTam M
Bpayam obLLen NpakTUKN C KNMHUYECKON
CUMMTOMATMKON MOpaXKeHUs1 OAHOIO Unn
HECKOMbKMX BHYTPEHHMX opraHoB. [Nonu-
opraHHble Nopa)eHWs1 MHOTMX OpraHoB 1
CUCTEM B TEYEHWE ANUTENBHOrO BpemMe-
HW MOTyT NMpOTeKaTb Nof Mackowm Apyrux
HO3050MIA, NPEACTaBNAN 3HAYMTENbHbIE
TPYOHOCTM B AMArHOCTMKE UCTUHHOTO 3a-
6onesaHus [1,2,6].

Pepnkas BcTpevyaemMocTb 3TOW naTosno-



