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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-
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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-



ru, pasHoobpas3HOCTb CUMMTOMAaTMKK C
BOBJIEYEHMEM MHOIMX OPraHoB U CUCTEM
NnoaYepKMBAET aKTyanbHOCTb UCCneno-
BaHW, NPEACTaBMSALNX HE TOMbKO Ha-
YUHbIW, HO W, Mpexae BCero, npaktude-
CKUI nHTEpec.

Martepuan n metoabl MccnenoBa-
HuA. [poBedeH peTpoCneKkTUBHbIA aHa-
N3 nctopmm 6onesHn naumeHTa (Myxuyn-
Ha, 27 neT), HaxO4MBLLErocsi Ha cTaumo-
HapHOM reyeHun B AKyTCKOM pecnybnu-
KaHCKOW knuHu4yeckon 6onbHuue B 2019
r., r4e NpoBedeHOo NomnHoe yrnybneHHoe
obcnegoBaHue no BceM cTaHAapTam u
KIMHUYECKMM peKoMeHaaUUsaM.

OnucaHue cnyyas u obcyxpeHue.
AHamHe3 3abonesaHusi. OceHbto 2017 .
no noBOAYy ManonpoAyKTUBHOIO Kaluns
Haxoauncsa Ha ambynaTopHOM nevYeHun
no Mecty xuTenbctea. CocTosiHne Obino
pacueHeHO kak 00OCTpeHMe XpoHu4e-
ckoro 6poHxuTa. HecmoTpsi Ha nevexue,
3aboneBaHve nporpeccupoBarno, cranu
BrnepBble 6eCrnoKouTb 3nu3o4bl 3aTpyad-
HEHHOro [AblXaHusl, MPUCTYMbl YAyLIbS,
Kawenb C TPyOHOOTAENSEMOW BHA3KON
MOKpoTOW. B pganbHenwem HasHaveH
Cumbukopt 80 wMkr/4,5mkr/gosa no 1
BOOXY 2 pasa B CYTKW, OTMEYanocCb He-
KOTOpOE yrnyulleHne COCTOSIHWUSI, NMpOosiB-
NALEECS YPEXEHNEM YACTOTbl NMPUCTY-
NOB yAYLIbS U YMEHbLUEHNEM KaLLUIEBOIO
cvHOpoma.

C BecHbl 2018 r. nogsunuce 6onu B
anuracTpmmn, BO3HUKaKOLLME HE3aBUCK-
MO OT MpveMa NuLLM, B3OyTWUE XMBOTA.
B cBsi3n Cc ycuneHvem WHTEHCUMBHOCTU
abpgomuHanbHbiX  Gornen, nosiBNeHnem
Xugkoro ctyna o 3-4 pas B cyT, Hapac-
TaHvem obLen cnabocTn n CHUXEHEM
Maccbl Tena nauueHT Obin HanpasreH
B utone 2018 r. Ha obcnegosaHue B Pe-
cnybnukaHckyto 6onbHuly Ne2-LISMIM.
Mo pesynsratam nabopaTopHO-UHCTPY-
MEHTarnbHbIX METOAOB MCCreaoBaHui
naumeHTy Obin BbICTABMNEH AMarHo3: A3-
BEHHbIA KOMUT C NOpPa)KEHWEM PEKTOCUT-
MouaHoro otaena, 6poHxmansHas actma
annepruyeckoro reHesa, 4acTUYHO-KOH-
Tponvpyemas. PekomeHAoBaHO neveHue
no mecty xuTensctea: Mecakon 400mr/
cyT, CumbukopT 80 mkr/4,5mkr/no3a no 2
BAOXa 2 pa3a B CyT. BeinucaH ¢ ynyuiue-
HUEM.

HecmoTps Ha NOCTOAHHLIN NpUeEM Nne-
KapcTB, COCTOSIHME MaLueHTa 3aMeTHO
yxygwmrnocbk ¢ Hadana 2019 r. Ha doHe
NOCTOsIHHOM abgomMuHaneHoW Gonu y4va-
ctuncs ctyn go 8-10 pas B cyT, BnepBble
nosiBunucek 6onv B obnactu nesow Bepx-
HEeYentoCTHOM Nasyxu, rHoVHbIE Bblaene-
HWS 13 NEBOr0 HOCOBOTO XOAa, 3NM30abl
rONOBOKPYXEHUS, roNoBHbIX 6ornen, 6onu
B KOMEHHbIX CyCTaBax M eXegHeBHble
NPUCTYMbl MANONPOAYKTUBHOTO KaLLIS.

AHamHe3 xu3Hu. Poc n passuBancs
COOTBETCTBEHHO Bo3pacTy. He paboTaer.
Kyput (1 nadka curapeT B AeHb), CTax
KypeHusi 6onee 5 net, ankoronb ynoTpe-
6nseT ymepeHHo. HacnegcTBeHHOCTb He
oTdAroLleHa.

MaumeHT rocnuTanuavpoBaH Mo Ha-
npaBneHuio  pamoHHOW OBonbHULBI B
racTpoaHTeponormyeckoe oTAeneHve
AkyTckon  pecnybrnmkaHCKOM  KnuHWYe-
ckol GonbHULbLI B KOHLUE doeBpans 2019
r. XKanobbl npu nocTynneHuu: Ha no-
CTOSIHHblE, HowLMe 6onm B anuracTpuu
1 MO XOAy TOSICTOrO KULLEYHMKA; XXUOKUIA
ctyn 6e3 naTonorm4yeckux npumMecen; ne-
pPUOONYECKYIO TOLLUHOTY W PBOTY; 3MM30-
[Obl TONOBOKPYXXEHUSI; YacTble FOfloBHbIE
6onu; 6onun B 0GnacTu neBol BepxHede-
JIIOCTHOM MNasyxu M BblAENEeHUs THOMHO-
ro xapaktepa CO 3MOBOHHbIM 3anaxom,
NPENMYLLIECTBEHHO M3 F1EBOTO HOCOBOIO
Xo4a; Howlmne 6onm B NOACHUYHBLIX 06-
nacTsax, B KOMEHHbIX cycTasax; obuiyto
cnabocCTb; CHKEHNE Macchl Terna Ha 8 kr
3a nocnegHve nonroga.

CocTosiHMe naumeHTa npu nocTynne-
HuM Tskenoe. CosHaHue sicHoe. VIMT
18,4 «kr/m? (pedounumT maccel Tena). Kox-
Hble MOKPOBbI BrieaHble, YncTble. YacTo-
Ta gbixaHusa 17 B MuUH. [paHuubl nerkux
B npegenax Hopmbl. B nerkux: nputynne-
HMe nepkyTopHOro 3Byka Huxke 10 pebpa
OT 3afHel NoAMbIeYHON 4O napaBep-
TebpanbHOM NMMHKMK ¢ 06enx CTOPOH; Tam
Xe OblxaHue ocrnabneHHoe Be3UKynsp-
HOe, HaZ OCTarlbHOW MOBEPXHOCTbLIO Ner-
KNX BE3VKYNSAPHOE AblXaHue, XpUnoB HET.
ToHbl cepaua 3By4YHble, PpUTM MpaBuUIlb-
HbIA, YCC 70 B muH. ALl 70/50 mm prT. CT.
Asbik BnaxHbI, 0bnoxeH cepoBaTo-6e-
NbIM Hanetom. YKMBOT MSAMKUA, YMeEpeH-
HO B34yT, OONE3HEHHbIN B NOAB3AOLLHbIX
obnacTsx, No Xo4y TOMNCTOro KMLLIEYHUKA.
Pa3mepbl neyeHn n ceneseHku B npege-
nax Hopmbl. CUMMNTOM MOKoNayYnBaHus
NonoXuTenbHbIi crieBa. CTyn Xuakui oo
10-15 pa3 B cyTku, 6e3 naTonornyeckmx
npumeceni. MouyencnyckaHne cBobog-
Hoe, 6e360ne3HeHHoe.

BbisiBneHbl criegytolme OTKIMOHEHUS
B aHanusax ot 28.02.19: so3mHodunms -
28,6%, noBbiweHHas COJ - 62,0 mm/y,
HU3KUIA remMornobuH - 112 r/n, BbICOKUIA
ypoBeHb ubpuHoreHa - 10,626 r/n.
AHanus kana Ha CKpbITY KpOBb OTpuLa-
TenbHbIN.

Ha pektockonmmn ot 28.02.19 — no-
BEPXHOCTHbI 3PO3UBHbIV NMPOKTUT.

Havata Tepanusa cynbacanasvHom,
UMnNpodokcaumHoM U MeTpOoHMAAa30-
oM, napeHTepanbHOe BBEAEHUE 3nek-
TPONUTOB, FMHOKO3bI.

YuntbiBas xanobbl naumeHTa, AaH-
Hble aHaMHe3a (OpoHxuanbHasi acTma,
nopaxeHue TONCTOrO KWLUEYHMKA), TU-
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nepaosvHounuio, nosbiweHHyto COJ
N U3MEHEHWs B Koaryrnorpamme, B OT-
OerneHun npoJormKeH OUarHOCTUYECKUN
MOUCK.

B Groxummnyeckom aHanuse KpoBu OT
03.03.19 obpaluaeT BHMMaHWE NOBbILLE-
Hue C-peaktuHoro 6enka (9,54 mr/n) n
ummyHornobynuHos (IgM — 4,1 wmr/mn;
IgE — 741,7 ME/mn).

33odparoractpogyogeHocKkonums oT
04.03.19 — NOBEPXHOCTHbLIV racTput, Ay-
OfEeHO-racTpanbHbIA pedntoKc.

Oxokapauorpadus ot 04.03.19 — no-
NOCTU cepaua He pacluupeHbl, dpakums
BblOpoca — 48%. mobGanbHasa cokpatu-
MOCTb NE€BOrO Xenyaodka He3HaduTenb-
HO CHWxXeHa. OuddysHasa rmnokuHesuns
neBoro >enygodka. AddekT CrnoHTaH-
HOrO KOHTPacCTUPOBAHWS FEBOr0 Keny-
podka. Peryprutaumsa Ha MUTParnbHOM
knanaHe 0-1 cT., Ha nero4yHom cTBosie — 1
CT., Ha TPUKycnuaanbHOM KranaHe — 1 CT.

PeHTreHorpadmsa npuaatoyHbiX nasyx
Hoca o1 05.03.19 — npu3Haku AByCTOPOH-
Hero BEpXHEYentoCTHOro C1HycuTa.

KomnbtotepHasa Tomorpamma (KT) op-
raHoB rPyLHOW KIETKM C KOHTpacTUpoBa-
Huem ot 06.03.19: TpomGoambonusa ne-
rovHou aptepuu (TOJTA) B 06ounx nerkumx.
MHoXecCTBeHHbIE o4ary C ABYyX CTOPOH.
YBenuueHve numdaTMyecknx yarnos B
CPefoCTEHUN N KOPHSIX OBOWMX Nerkux.
[1ByCTOPOHHMI NneBpanbHbIv BbIMOT.

KT opraHoB GpHOLLHOM MOMOCTN C KOH-
TpactupoBaHvem oT 06.03.19: npusHa-
KM [edekTa HanofiHEHWS1 KOHTPacTHOro
npenapara B MPOCBETE MOYEYHbIX BEH
obeunx noyek — TpomGoambonus. mno-
[JeHCMBHasi 30Ha B NEBOW NoYKe — criefy-
eT anddepeHumpoBaTtb Mexay UHdap-
KTOM 1 HebpnTOM.

YnbTpasBykOBOE WCCNEAoOBaHWE BeH
HWKHUX KOHeYyHocTen oT 06.03.19 — chop-
MUPYIOLLUMINCA HEOKKIO3UBHbBIA TPOMGO03
NMOBEPXHOCTHOW BeHbl 6eapa cnpaea.

MpuHMMas BO BHMMaHWE KIMHUYe-
CKYl0 KapTuHy 3aboneBaHust (GpoHXu-
anbHasi actMa, CUMHYCUT, feroyHble WH-
duneTpatbl, racTpoO3HTEPUT, TPOMOO3
NEero4HoM apTepumn, NoYeYHbIX BEH, dop-
MUPYHOLLUMINCA HEOKKIO3UBHbIA TPOMOG03
NMOBEPXHOCTHOM BeHbl Begpa, runepa-
03nHounus, Bbicokuid ypoBeHb CPB,
IgM n IgE, noBbiweHnHas COJ, u3ame-
HeHusi koarynorpammbl) 06.03.19 6bin
CO3BaH KOHCUIINMYM C UMbl YyTOYHEHUS
QmnarHosa u pelleHnst AanbHenwen Tak-
TUKM NeYeHus U BedeHus nauueHTa.
[MocTtaBneH [uarHo3: 303UHOUIIbHbIN
rpaHyneMaTto3 C MONUaHIMUTOM (CUH-
apom Yappxka-CTpocc), OCNOXHEHUS:
TONA B 060UX MNErKNX, HEOKKIO3NBHbIN
TpomMOO3 MOBEPXHOCTHOW BeHbl Genpa
crpaBa, PeakTUBHbIA MNNEBPUT, BTOPUY-
Has aHTeponaTtusl, 3PO3VBHbIA MPOKTUT U
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pekoMeHOO0BaH NepeBo B peBMaTosoru-
yeckoe otaeneHue 07.03.19. B otoene-
HuM Gbina Ha3HaveHa GasucHasa Tepanusi
NpenHU30IoHOM 13 pacyeTta 1Mr/Kr/cyTkn
W npogorkanacb cumnToMaTtuyeckas
Tepanus, HanpaBfieHHas Ha KOPPEeKLMio
NPOSIBNEHUN aKTUBHOCTU CUCTEMHOTO CO-
CYOMCTOr0 UMMYHHOTO BOCManuTenbHOro
npovecca.

Ona Bepudukauum guarHosa u
OLeHKM ahdhekTMBHOCTM OasnCHOM Te-
panuu npogorkanocb obcnegoBaHue
naumeHTa.

B ananusax ot 11.03.19 BbIsiBNeHO
HapyLweHune remocTasa (O-anvep 8618,9
Hr/mn; ¢pmnbpuHoreH 7,804 r/n; TpomM6Gu-
HoBoe Bpems 20,7 c). Mpu nmmyHo6noT-
TUHre aHTWHyKINeapHble, aHTUMUTOXOH-
ApvianbHble, aHTUHENTPOMUITbHbIE LIUTO-
nnasmaTtnyeckme aHTuTena n aHTuTena K
UUKIMYECKOMY  LUTPYIIIMHUPOBAHHOMY
nentuay He oOHapyXeHbl; aHTuTena
knacca G k gsyxuenovHon [HK, aHTuTte-
na IgG k Mvenonepokcuaase n aHTuTena
K HyKneocomam B npefenax HopMbl.

KT npuaatouyHbix na3yx Hoca oOT
14.03.19: npu3HakM naTororm4yeckoro
COOEPKMMOro B NPaBON BepXHEYenocT-
HOWM nasyxe, yTOMNLEHNs Crm3ncTon obo-
NOYKN NOBHOM Nasyxu, Nasyxm OCHOBHOM
KOCTM M SiYeeK peLueTyaTon KoCTu, nog-
TBEpXaeHHble Ha MPT ronoBHoOro moara.
Hapsgy ¢ aTumu nsmeHenmsmmn Ha MPT
rOMOBHOrO MoO3ra BMepBble BbISBMAEHbI
naTonornyeckne oyarm B KOCTAX yepena
cnpaBa. Ha peHTtreHoBckon KT kocten
yepena 23.03.19 BbIsiBEHbI MPU3HaKK
NPaBOCTOPOHHErO0 CUMHYCUTa M MHOXe-
CTBEHHble AedeKTbl OKPYyrrnon opmMbl C
YETKMMU HEPOBHBLIMW KOHTYpamu, pa3me-
pamu ot 9,3x15 mm go 10x13 Mm B Ko-
CTSIX Yyepena cnpagsa.

YunTbiBas BbIpaXXeHHbIE U3MEHEHUSA B
KOCTSIX Yepena, npoBefeHa TpenaHoou-
oncus ¢ rpebeLlka noaB3AOLLIHOW KOCTU:
B MyHKTaTe NPU3HaKy Nnas3MOoKNeTOYHOWN
MUErNombl He BbIIBMEHbI. McTonoruye-
ckasi KapTuHa U UMMYHOMEHOTUM TUMO-
KINEeTOYHOro KOCTHOTO Mo3ra C paccesiH-
HOW WH(UNbTpaumen nnasMaTndecknx
Knetok 6e3 nNprM3HakOB MOHOKMOHAIbHO-
CTU remMaTornioroM pacueHeHbl Kak peak-
TUBHbIE NU3MEHEHUS.

B naGopaTopHbIX faHHbIX, NPOBEAEH-
HbIX Yepe3 1 Mecsay nocre 6a3ncHom Te-
panuu, obpallanu Ha cebsi BHMMaHve B
obliem aHanuse KpoBMW: HOpMmanusauus
ypoBHs1 nenkountoB 9,03x10%n, remo-
rmobuHa 130 r/n, so3nHodunos 0,6%,
npu coxpaHeHun nosbieHHon COJ 23
MM/4; B OMOXMMMYECKOM aHanu3e Kpo-
B/ TEHOEHUUS K MOBbLILEHUIO YPOBHSA
obwero Genka u anbbymuHa, Hopma-
nmn3aumusa CPB go 3,7 mr/n npu BbICOKUX
nokasartensix peBMaTouaHoro dakropa

16,3 ME/mn, obuero xonectepuHa 10,7
Mmonb/n, aktueHocTn AJNT 90,8 ea/n. B
KoaryrnorpaMmMe OTMeYeHa HopManusa-
LMsi moKasaTernewn 3a NCKITHYeHNEM YPOB-
Hs1 pmbpuHoreHa (5,180 r/n) n D-gumepa
(4555,6 Hr/mn).

MauneHT BbINMCancs U3 peBmarorno-
rmdyeckoro otaenexusi B anpene 2019 r.
C NOMOXWUTENbHON AWHAMWKOW B BUAOE
HOopManusaumMm YpOBHS 303UHOMMUIIOB,
perpecca BOCMNanMTENbHOrO npouecca,
ynydwenus KT-kapTvHbl OpraHoB rpya-
HOW KNeTku (4acTuyHas perpeccust WH-
dvnbTpauun B nerkvx), 3Ha4ynMTenbHOro
YNYYLEHMS KIIMHUYECKON CUMMNTOMATUKM
n obuiero camouyBcTBUS. lNMauneHTy pe-
KOMEHAOBAHO MPOAOIKUTL NeyeHne no
MecCTy xuTenbctea. B pganbHenwem 3a-
nnaHMpoBaHa KOHCYnbTauusi nayueHTa B
KINVHUKE peBMaTonoruu, Hedponorum u
npodnatonorun nm. E.M. Tapeesa.

B paHHOM knuHMYeckom crydvae Ha-
rMsgHO  NMPOAEMOHCTPUPOBAHbI  Tpya-
HOCTb AMArHOCTUKN U XapaKTepHasi cTa-
AniiHocTb cnHapomMa Yapaxa-CTpocca.

Mo nutepaTypHbIM OaHHbIM, B pas-
BUTUM 3aboneBaHWsi YCMNOBHO Bbloens-
10T TPU CTafMu: Ha HavanbHOW cTaguu
bonesHb paebiooTupyet  BGpOHXMAnbLHOWN
acTMOW, annepruyeckum puHuTom. [Mo-
CTEMNEHHO HapacTaeT TSKECTb TeYeHUs
OpoHXMansHOM acTMbl, YacTo MOSIBNSET-
Csl pe3nCTEHTHOCTb K Tepanun [1,4]. Bo
BTOPOM CTaguuM OTMeYaeTcsd rmnepao-
3UHOMUIbHBIA CUHOPOM C Pas3nUYHbIMU
KITMHWYECKMMU NPOSIBNEHUAMU (CUHOPOM
Jlecbconepa, 2s03MHOGUNIBLHAA MHEBMO-
HWS, 903UHOMUIbHBIA  FaCTPOIHTEPUT
M T.4.) U Ha 3TOM CTagum JonyckawTcs
MaKCMMarnbHOE  KOMNWYECTBO  AMarHo-
CTUYecKMX oWwmnbok. Ha TpeTben ctagun
MaHUECTUPYIOT KIMHUYECKME MNpPU3Ha-
KM CUCTEMHOrO BacKynuTta (nvxopagka,
CVMHOPOM CUCTEMHOW BOCMAnUTENbHOWN
peakumun, HedpuT, KOXHbIE NPOSABNEHUS
n T.4.). TsKecTb TedeHnss GpoHxMansHom
acTMbl MOXeT perpeccuposats [1,4,6].

B KknuHMYeckoW npakTuKe yCTaHoB-
NeHne avarHosa CMCTEMHOrO BackynuTa
BCerga 3aTpyaHEeHO W [OONroBPEMEHHO,
nauneHT B TeYEHNE HECKOMNbKNX MecsLIEB
(vHOrga neT) MoxeT HabnoaaTbesa y MHO-
rMx CneuuanmncToB, Kak U AEeMOHCTPUpyeT
npeacTaBnsemMbli KITMHUYECKUIA cryvan.

B paHHOM cnyyae gvarHo3 Obin Bbl-
cTaBneH Ha |l ctaguu passutusi 6onesHu,
yepes 1,5-2 roga ¢ MOMeHTa NnosiBNeHnst
NnepBbIX KIMMHUYECKNX MPOSABNEHWN, Ha
OCHOBaHUM  KraccuUKaLNOHHbBIX Kpu-
TepueB 3aboneBaHusi, BbISBMEHHbIX Y
nauueHTa: 6poHxmnanbHas actMa, pUHo-
CMHycoMaTusl, NeroyHble WHUMILTPaThI
N TMNep303MHOUNSA, HECMOTPS Ha OT-
cyTcTBME OMOMOrMyeckMx mMapkepoB Ba-
cKynuTa.

B guwarHoctuke EGPA, kak n gpyrux
BacKynuToB, GombLloe 3HavyeHne umeer
MOBbILLIEHNE YPOBHS aHTUHENnTpodub-
HbIX  UMTOMNasMaTu4ecknx  aHTuTen,
OENCTBME KOTOPbIX HanpaBiieHO MpPOTUB
pasnuyHbIX LUTOMMa3MaTUYECKUX aHTU-
reHoB — MMWENonepoKkcmaasbl, anacrasbl,
npoteasbl [1,3-7]. Y ANCA-N0O3NTUBHbIX
naumeHTtoB (o1 70 oo 75%) onpepens-
I0TCA aHTUTena K mMwuenonepokcugase
C MepuHyKNeapHbIM  OKpallMBaHUEM
(PANCA) n yalle oTmevalTcs nopaxe-
Hve noyek (0COBEHHO HEKPOTU3NPYHOLLNIA
rrnoMepyrnioHepuT), MOpaxeHue LeH-
TpanbHON HEPBHOW CUCTEMbI, nepude-
puvyeckas nonvHenponartus, nypnypa u
ApYrue KoxHble nposiBneHus [3,7].

Mpn ANCA-HeraTuBHOM BapuaHTte
npoLecc Ha4YMHaeTCsa C NopaXeHus ner-
KMX (NeroyHble HuneTpaThl, NAEeBpUT)
n cepgua (MuoKapgouT, NepukapauT,
KapavomuonaTus, HapylleHue ceppaeud-
Horo putma u gp.). OtcytctBue ANCA,
COrMacHoO nuTepaTypHbIM [AaHHbIM, He
WCKMOYaeT AMarHos, Tak Kak npu OfgHO-
KpaTHOM WCCnefoBaHMU ayToaHTuTena
obHapyxuBatTca y 50-70% cnydvaes
[3,6,7].

Havano GonesHn ¢ nopaxeHus ner-
Knx (OpoHxmanbHasi acTtMa, CUHYCUT,
neroyHble UHMWUNALTPaThbl, MNNEBPUT) U
XKEnyooYHO-KULLEYHOro TpakTa (racTpo-
3HTEPOKONUT), TUNEep303NHOPUNINA, OT-
cytctBue ANCA no3BonsitoT cuntathb, YTO
y AaHHoro nauneHta ANCA-HeraTuBHbIN
TMn EGPA, ¢ npeobnagaHvemM KIMHUKK
303NHOMUIBHOW MHUNBTPaLUN B opra-
Hbl U TKaHMW.

Pa3Hoobpasne KNMHUKO-MMMYHOMOru-
Yyeckux ¢opm GonesHu obycnaenueaet
HeobxoouMOCTb npoBedeHus audde-
peHuManbHO AMarHOCTUYECKOro noucka
ONst UCKMIOYEHMS LUMPOKOro cnekTpa 3a-
OoneBaHU M NATONOrMYECKUX COCTOSI-
HUIA.BPOHXOOBCTPYKTUBHBIA CUHAPOM, B
nepeyto ovepenp, TpebyeT npoBeneHUs
anddepeHumansHONn ANarHoCTUKN MexX-
Oy OpoHXuanbHOM acTMOM U XPOHUYe-
CKOWN OBCTPYKTUBHOW BOMNE3HbIO Nerkunx, a
Takke annepruieckum 6poHXONeroYHbIM
acneprunne3oM W XpOHUYECKOW 903K-
HOOUNbHOM NMHEBMOHMEN. B oTnuune ot
3TUX COCTOSHUI, BGpoHXManbHas actma
npu EGPA c momeHTa nosiBneHns ctaHo-
BUTCSA CMOXHOW ANsi Tepanuu, xapakre-
pu3yeTcs pasBUTUEM NErOYHbIX MHPUIb-
TpaToB C BOBfeYeHMeM ApYyrux opraHoB
N cucTem.

BbisiBneHHble  3PO3MBHO-S3BEHHbIE
N3bA3BMEHUSS B CINN3UCTOW PEKTOCMI-
MOMWAHOrO OTAEena TONCTOM KULLKU U3Ha-
YanbHO ObINM pacLeHeHbl kak nposiere-
HUSA s13BEHHOro komnuTa. BmecTe ¢ Tem,
CBOEBPEMEHHO MpoOBeAeHHas Guoncus
CNM3nCTON OBOMOYKU KMLLEYHUKA MMe-



€T 3Ha4YeHne B YCTaHOBIIEHUN UCTUHHOWN
NPUYMHBI OECTPYKTUBHbLIX U3MEHEHWI B
CTEHKe KMLIEeYHWKa, BbisiBNAs B GuonTta-
Te rpaHyrnemMarto3Hoe BOCMNaneHme cocy-
OOB 1 303MHOMUIBHYI0 UHUNETPALIMIO
TKaHewn.

TakTvka neyeHus1 3aBUCUT OT KIUHU-
Yeckoro TeyeHusa GonesHn. B pgaHHOM
crnyyae, naumeHTy B kayecTBe 6a3ncHon
Tepanuu HasHayeH NpegHM30roH B J03e
1mr/kr/cyTkn. Takasi TakTMka nokasaHa
naumMeHTam C XOpOLUMM MpPOrHo3om, 6e3
CUCTEMHbIX NPOSIBNEHUN GONesHu, B Te-
yeHue 1 mecsiLa Unu 4o peaykuuy npu-
3HaAKOB aKTMBHOCTM npoLiecca (ao 1 roga)
[1,4].

BmecTe ¢ Tem, BbIsIBNEHHble Y Ha-
lWero nauueHTa BbICOKME MnoKasaTenu
D-gumepa u cubpuHoreHa B nnasme
KPOBM, COMPOBOXOAEMbIE CUCTEMHbLIMU
Tpom6o3amu (TANA, TpomMB03 NOYEYHbIX
BEH, (POPMUPYHOLLNMNCA HEOKKIIO3UBHbIN
Tpomb03 NMOBEPXHOCTHOW BeHbl Geapa),
noKarnbHble HapyLUEHWsi COKPaTUMOCTU
NEeBOro Xernyaouka, CHUXeHne dpakumm
BblOpoca 0 48%, ABNAKTCA NNOXUMMU
nporHocTuyecknumn daktopamn EGPA,
korga Haubonee addekTMBHA NyrbC-
Tepanust  MeTunnpegHu3onoHoMm  (1rp.
BHYTPVBEHHO B TeyeHue 3 AHeW) C no-
cneayowmm npuemom 40-60 Mr npegHu-
3050Ha, gnutensHoe Bpewms [1,3,4].

3akntoueHune. Pewarowee 3Hade-
Hue B pauarHoctuke EGPA (cuHgpoma
Yapoxa-CTpocc) npuHaanexuT getanb-
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HoMy obcrnefoBaHUI0 MaumeHTa ¢ uene-
HanpaBfeHHbIM NMOUCKOM NaTOrHOMOHUY-
HbIX CMMMNTOMOB MOPaXEHUS OpPraHoB ”
cucteMm. C momeHTa aebiota 3abonesa-
HWSI NaumeHT Habngancs y pasHbix cre-
LManmcToB (NyribMOHOSOrN, racTPO3HTe-
pornoru, TepanesTbl), ANUTENBHOE BpeMs
nie4urncsa no nosogy OpoHxManbHOW acT-
Mbl M $I3BEHHOro KonuTa 0e3 Monoxu-
TENbHOW AMHAMWKU. YYUTbIBAs Hanuuine
HECKOMbKMX KOHKYPUPYHIOLLIMX ANarHO30B,
NnpoBeAEeHO KOMIMIEKCHOe nabopaTopHo-
MHCTpyMeHTanbHoe obcnefgoBaHve, 4To
Nno3BONMMIO NOCTaBUTb ANArHO3.

Hanuune atoro pepkoro 3abonesa-
HWS cnedyeT 3anofdo3puTb Y NauneHToB
Cc OpoHxmanbHOM acTMOM npu nosiere-
HUWM MHUNBETPATOB B NErkux, Ha dgoHe
BbICOKOW 303MHOMUIMM U NOBbLILLEHHOTO
ypoBHa COD B nepudepryeckont Kposu,
Tak Kak CBOEBPEMEHHAs AuarHocTvka u
afeKkBaTHasa Tepanus MO3BOMSAT npe-
[oTBpatuTb HeobpaTumbie noBpexae-
HWSI OPraHOB W 3HAYUTENbHO YMyYLINTb
NpOrHo3 TeyeHnsi GonesHu.
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OCOBEHHOCTU TEYEHUA CINTUHOLIEPE-
BENNAPHON ATAKCUM 17-I0 TUMA

B AKYTUU

AKYTCKUIA Hay4YHbIN LEHTP KOMMIEKCHbIX Me-
anumHekmx npobnem: BAPITAMOBA MapuHa
AnekceeBHa — H.C., Bpay HeBpornor LleHTpa
HenpoaereHepaTVBHbIX 3aboneBaHui  Knu-
Hukn AHL KMIM, varlamova.m@yandex.ru,
OABbIOOBA TatbsiHa KumoBHa — K.M.H.,
B.H.C.- pykosoa. LIHA3, HA3APOBA [lena-
rea CBsiTocnaBoBHa — M.H.C., Bpay HEBPOJOr
Knunukn AHL KM, CUOOPOBA OkcaHa
FaBpunbeBHa — H.C., Bpa4 reHeTuk KnuHukm
AHLL KMIM; 3AXAPOBA BanenTtuHa Apka-
AbeBHa — 3aB. KNHWY. nab., Bpay nabopaHT-
reHeTuk N'BY PC (A) «CtaHuma nepenuBaHuns
KpOBUY.

[MpoBeneH nuTepaTypHbii 0630p 3aboneBaHus cnvHouepebennapHasa atakcus 17-ro Tmna
(CUA 17). MNMpuBeneHo cobcTBeHHOE KnuHMYeckoe HabntoaeHne CLIA 17 ¢ oTcyTCcTBMEM Xapak-
TEPHbIX MPU3HAKOB CMMHOLIePebennsapHbIX aTtakcuin - 0bpaTHON Koppensaunm Mexay CTeneHbo
3KCMaHCUM 1 BO3pacToM MaHudecTauum CMMNTOMOB 60Mne3Hn, a Takke NpsMoVi B3aMMOCBS3N
Mexay CTeMNeHb 3KCMaHCKN NMOBTOPOB U TXECTbIO KIMHUYECKUX NPOSIBNEHUN, NOATBEPXKAA0-
LLilee CyLLeCTBOBaHME OTNINYMIA B KITMHUYECKOW KapTuHe pasHbix Tunos CLIA.

KnioyeBble croBa: ayTOCOMHO-AOMWHAHTHbIE CNVHOLEepebennsapHble AereHepaumm, aKc-
naHcKs TPUHYKNEeOTUAHbIX NOBTOPOB, CnnHoLepebennapHasa atakcus 17-ro Tuna.

A literature review of the disease spinocerebellar ataxia type 17 (SCA 17) was carried out.
The clinical observation of SCA 17 was presented considering the absence of inverse correla-
tion between a degree of expansion and age of manifestation of SCA 17 symptoms, as well as
direct relationship between the degree of expansion of repeats and the severity of clinical mani-
festations. We also revealed differences in the clinical picture of SCA 17 in this case and SCA 1,

which is widespread in Yakutia.

Keywords: autosomal dominant spinocerebellar degenerations, expansion of trinucleotide

repeats, spinocerebellar ataxia type 17.




