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Eosinophilic granulomatosis with polyangiitis is a rare pathology in the population with polymorphic clinical symptoms
and a long history, which makes it difficult to diagnose. The presented clinical case demonstrates the importance of a
multidisciplinary approach in the diagnosis of the disease and the high effectiveness of immunosuppressive therapy in
relation to all manifestations of the pathology.
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BBe,qe}me MJIH HaCeJIeHUdA B I'o/. 3aboJieBaHUE 3aTparuBaeT

BCe BO3pAaCTHbIE I'PYIIIIbI, IPU 3TOM CpeJiHUN BO3-

J03UHOPHUIBHBIA IPaHyJIeMaTO3 C MOJHUAHTHHU-
ToM (3I'TIA) (cunapom Yapaxa-Ctpocc) — 3TO He-
KPOTU3UPYIOIUK BaCKYJIUT, HOPAXKALUIUN COCY/bl
MeJIKOTO U cpeJiHero Kaaubpa. OH oTHocuTcs K AH-
[JA-acconuupoBaHHbIM BackyiuTam (AHLIA — aH-
TUHeUTpOodUIbHbIE [UTONJIa3MaTUYECKUEe aHTHU-
Tesa). PacnpocTpaHéHHOCTDb JJAHHOM NMaTOJIOTHH B
MOMYJIALMHU cOoCcTaBJ/sgeT 7-13 cay4daeB Ha 1 MJIH Ha-
cesieHus, 3abosieBaemoctb — 0,5-6,8 ciydaeB Ha 1
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pacT ne6ioTa 3a6osieBaHusT — 38-49 JieT, cpefHUH
BO3pacT yCTaHOBJIeHUA AuarHosza — 50%16 JeT,
pacnpoCcTpaHEHHOCTh CPeAN MY>XKYHUH U JKEHIIHUH
onuHakoBas! [1, 2].

1 depepasnbHble KIMHUYECKHE PEKOMEHAALNH 110 AUA-
THOCTHKE U JIEYEHUIO CUCTEMHBIX BaCKYJIUTOB. ACCOLMALIUs
peBmaroJioroB Poccun. https://analytica.ru/upload/iblock/
b55/sistemnye_vaskulity.pdf
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Tabnmuua / Table 1

PacnpocTpaHéHHOCTh KJIMHUKO-/1a00paTOPHBIX U3MEeHEeHU! y nanueHToB ¢ ITTIA
Prevalence of clinical and laboratory changes in patients with EGPA

K/iMHMKO-/1a60paTOpHOE NPOsIBJIEHUE YacroTa
BpoHxuanbHas acTMa 83-100
BogJsieuenue JIOP-opranos 42-75
HeliponaTtus 51-72
JIéroyHble UHQUIBTPATHI 39-67
[TopaxeHue KOXHU 22-52
[TopaxeHue nouek 12-50
[TopaxkeHue cepaua 21-50
[TopaxceHue xeJ1yJ0YHO-KUIIEYHOr' 0 TPAKTa 14-65
[TopaxeHue LleHTPabHOW HEPBHOUW CUCTEMbI 5-18
AHIIA o6uue 38-47
AHIIA neprHykeapHble 74 ot Bcex ANCA N03UTUBHBIX NALEHTOB

3a6o/1eBaHUe BIiepBbIe GbLJIO onucaHo B 1951 1.
aMepuKaHCKUMHU nartoJjioramu Jacob Churg u Lene
Straus, mpe/iCTAaBUBIIMMH Pe3y/JAbTAaThl ayTOICUH
13 mayMeHTOB CO CJAeAYIOUUMHA CUMITOMOKOM-
IJIEKCOM: GpOHXHaJ/IbHAsA aCTMa, 303UHOUIMS, He-
KPOTHU3UPYIOIIUHN BAaCKYJUT COCY/IOB MEJIKOr0o Ka-
JM6pa, cepJiedHast ¥ NoyevyHast HeJIOCTaTOYHOCTbD,
nepudepuydeckas HeriponaTus. Kak camoctosiTesb-
Hasl HO30JI0OTHYECKasl eJjMHKLIa 3a60J1eBaHue BblJje-
JaeHo B 1990 r,, Torfa ke AMepHUKaHCKOUN KOJIJIEerU-
el peBMaToJI0TOB GbLIM Pa3paboTaHbl U MPUHATHI
JVarHOCTUYECKHe KpUTepHH (acTMa, 303UHOPU-
sust 6osee 10%, MOHOHEHpONATHUS UM MTOJUHEH-
pomnaTus, JlerouHble HHQUABTPATHI, CHHYCHUTHI,
WHPUABTPaAL M 303UHOPUIAMU BHECOCYLUCTOrO
MPOCTPAHCTBA), 03BOJISIBIIME TOCTABUTh JJUAarHO3
C YYBCTBUTEJBbHOCThIO 85% U cneniidUUIHOCTbIO
99,7% [3].

3aboJsieBaHHE XapaKTepU3yeTcsd KJIUHUYECKHU
MHOTroo6pa3ueM, 4YTO 3aTPYAHSET ero JUarHOCTHKY.
B Tabsuue 1 mpuBeeHbl JaHHbIe PA3JIMYHbIX HC-
cJleloBaTeIbCKUX IPYII O YaCTOTE BCTPEYAEMOCTH
KJIMHUKO-/1a60paTOPHBIX CUMIITOMOB C YKa3aHUEM
MUHUMaJbHOU U MaKCUMaJIbHOW 4acTOThI HabJI0-
JneHus aBTopamu (Comarmond et al., 2013, Cohen
et al, 2007, Sable-Fourtassou et al., 2005, HamecT-
HukoBa 0.I'%, 2009, Moosing et al., 2013, Sinico et
al.,, 2005, Ribi et al,, 2008, Neumann et al., 2009,
Keogh et al., 2003) [2, 4-11].

BakHy10 poJib B pa3BUTHUH OPTaHHBIX MOpa-
)KEHUH M MOpa*KeHUU COCY/IOB UT'paeT rUumepao-
3uHoduusa. [Ipuyém psgoM aBTOPOB OTMeda-
eTCsl KOppeJIsiiUsl MEeX/Iy CTEEHbIO TSKECTH Te-
yeHUs 3a60JieBaHUSI U YPOBHEM 303UHOPUJIOB
nepudepudeckol KpoBU. YCTAaHOBJIEHO MPUCYT-
CTBUE aKTUBUPOBAHHBIX 303UHODHUJIOB U MPOAYK-

2 HamectHukosa O.I" 0cCO6eHHOCTH KJIUHUYECKOI0 TeYeHus,
MIPOTHOCTUYECKHE GAKTOPBI, UCXOA bl 303MHOPUIBHOTO
BackysinTa Yépra-Crpaycc. [lucc. kang. Mmea. Hayk. M., 2009.

FO>KHO-POCCUICKUI YXypHan TepaneBTUYECKOW NPaKTUKU
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TOB UX JIeTPAHYJISNUU KaK B CTEHKE COCY/|0B, TaK
M B IepUBACKYJsIpHBIX I'paHyJeMax. Meguarto-
pbl 303UHOPUIOB (303MHOPUJIBbHBIA KAaTHOHHBIN
6eJI0OK, HEUPOTOKCHUH), OKa3bIBAIOT KapAuoO- U
HeHWpPOTOKCHYHOE JleiicTBUA [3].

[oBops 0 mopakeHUU HEPBHOU CUCTEMBI, HYKHO
OTMETUTB, UYTO JJAHHbIE CUMIITOMBI HABGJIIOJAI0TCS ¥
3HAUYUTEJbHOM YacTH NalueHToB. [Ipu aToM Xapak-
TEPUCTUKU HeHpoNaTUH, BbI3BaHHBIX BaCKyJHTa-
MU, KOTOpble NPEUMYILECTBEHHO OPaXamT MeJl-
KHue cocy/ibl, B ToM yncie AHIIA-acconuupoBaHHBIM
BACKyJIUTOM, CX0KU. HanboJsiee TUIMYHBIM MPOSIB-
JIeHUeM MOpaKeHUsI HEPBHOU CHUCTEMBI SIBJISETCS
MHO>€eCTBEHHBI MOHOHEBPUT, 00yCJI0BJIEHHbIN
aKCOHaJIbHBIM MOBpEX/eHUEeM, 0ObIYHO OJJHOCTO-
POHHUH M aCUMMEeTPUYHBIM, OJJHAKO BCTPEYal0TCs
Y Jipyrue BapUaHThbl OpaXKeHUe HEPBHOU CHCTe-
MbI? [12]:

e ACHUMMEeTPUYHBbIKM MHOXeCTBEHHBI MOHO-
HeBpUT (B 100% caydyaeB ukKcupyroTCa
4yBCTBUTeJIbHBIE, B 79,3 % — aBUraTesb-
Hble HapyllieHus], TeTpanapes — y 10% mna-
IUEHTOB)

e IOpa)keHHUe IIeHTPaJbHOU HEpPBHOM cuCTe-
MbI MOXKET MPOSIBJIATbHCS HEBPUTOM Yeper-
HO-MO3T'0BbIX HEPBOB, OCTPBIMU HapyLIEHU-
SIMHM MO3TrOBOT'0 KpOBOOOpallleHUs], o4aro-
BbIMH U3MEHEHUSMHU MO3ra, 3MU-CUHJPO-
MOM

BoBsieueHHe HEPBHOU CUCTEMbI BBISIBJISIETCS Ye-
pe3 4,9 £ 4,9 seT oT Hayasa 3a6oJsieBaHusA (Juamna-
30H oT 1 Mecsua o 20 JseT) [8].

B 2012 r. Ha koHepeHuuu Chapel Hill (CIUA,
mtaT CeBepHas KaposinHa) 3I'TIA 6b1s1 OTHECEH K
AHIJA-accouuupoBaHHBIM BacKyJiMTaM, a Ha3Ba-
HUe «cuHApoM Churg-Strauss», ynoTpe6ssiBlieecs
npu GopMyJUPOBKE AUArHO3a, 3aMEHEHO Ha «30-
3UHOQUJIBHBIN IPaHyJIeMaTO3 C MOJUAHTUUTOMY.
B 2014 r. paboyeli rpynmnoH, co3JaHHON 10 UHULHU-
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Tabnuua / Table 2

Kputepuu auarsocruku 3I'TTA
Diagnostic criteria for EGPA

Kpurepuu | Basisl
KauHuyeckue kpumepuu

O6CcTpYKTUBHAsA 60J1e3Hb JbIXaTEJbHbBIX Iy TeH +3
[Tosinnel HOCa +3
MHOeCTBEeHHbI MOHOHEBPUT +1
JlabopamopHble kpumepuu U 0aHHble 6uoncuu

KosinuecTBo 3031HOGUIOB B KpoBU 21x10%/11 +5
BHecocynucTble o4ary BocrnaseHUs ¢ npeobaZaHueM 303MHOGUIIOB (IO JaHHBIM 2
6uorncun)

[TonoXXUTENBbHBINA TECT HA LUTOMIA3MAaTHYECKUH TUI aHTHHEUTPOPHUIBHBIX IIUTO- +3
n1a3MaThyeckux aHTuTes (CANCA) nan aHTUTe 1a K TpoTenHase-3 (aHTUPR-3)

'emaTypus +1

atuBe European Respiratory Society u Foundation
for the Development of Internal Medicine in Europe,
ObLJIM pa3paboTaHbl peKOMeH/Jallkuy Mo AUarHo-
ctuke u nedenuo JI'TIA. B 2022 r. AMepukaHckas
KoJisierusi peematosioros (ACR) coBmectHo ¢ EB-
ponercKUM albsiHCOM accoLUal Uil peBMaTOJIOIOB
(EULAR) 06HOBWJIM KJIacCUPUKALIMIO BACKYJIUTOB,
B TOM YHUCJE MPEJCTABUIN HOBble KPUTEPUU AJIs
AuardHoctuku 3I'TIA (taba. 2) [13-15].

[Ipu BbISIBJIEHUU CHMIITOMOB CJAeyeT CYMMUPO-
BaTh OaslJibl, AJs1 AUarHocTUku II'TIA 303uHOGUIb-
HOT'0 CyMMa JI0J>KHa ObITh 6 UM GoJiee.

B Teuenuu 3a60s1eBaHUSA BbIAEAIOT TPU dasbl.
[IpogpomanbHast ¢asza MOXKET MEPCUCTUPOBATH B
TeyeHHe HECKOJIbKUX JIeT, KIMHUYeCKH OTMedaeTcs
aJlJIepruyecKruil pUHUT, Ha3a/bHbIH MOJIUII03, aCTMa
WJIM UX KOMOUHauus. [lis BTopoit ¢pasbl xapakTep-
HO TNOBBILIEHUE YUC/Ia 303UMHOPUIOB B KPOBH, 30-
3uHouIbHasA UHOUIBTPALUs TKaHel. Ha TpeTbeit
¢daze pa3BUBaAeTCS BAaCKYJUT C MYJIbTUOPTAaHHBIMHU
MopaKeHUsIMU B cpesHeM 4depe3 3-9 jieT oT Hava-
Jla 3a60JieBaHUsl. BpeMeHHbIe HHTepBaJbl MEXAY
¢dazamy 3a60J1eBaHUsl 3HAYUTENbHO BapbUPYOTCS.
[IprMeHeHUe TJIIOKOKOPTUKOCTEPOU/I0OB MOXKET Ma-
CKUPOBATh CUMIITOMbI CUCTEMHOTO BaCKyJIUTA.

OnucaHue KJIUHUYEeCKOro cay4dada

[IpeacraBiisieM co6cTBeHHOE HabJtoieHre T TIA
B peaJibHOW KJMHUYECKOW NmpakTuke. [losyuyeHo
nucbMeHHOe HHGOPMUPOBAHHOE COrJlacue Malu-
eHTa Ha NyOJIMKAIUI0 ONMHCAHUS KJIWHUYECKOTO
cJiyvasi, pe3yJIbTaTOB 00C/ieJOBaHUS U JleYeHUs B
MeJJMLIMHCKOM >XypHaJie, BKJII0Yas ero 3JIeKTPOH-
HYyI0 BEepPCHIO COIJIAaCHO NPHHIMNAM XeJbCUHKCKON
JleKJapanyu.

[TayuenTka I, 67 neT, nocTynuaa B HEBPOJIOTH-
yeckoe otaenenue 'bY PO «PocTtoBckas o6JacT-
Hasl KJWHH4YecKas 6osbHuLa» (POKB) 04.06.2024
€ ’ka/106aMU Ha UHTEHCUBHbBIE NEKyLHe 60JIU B py-
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Kax (KMCTH, MpeJIiedbs), HOrax (CTOIbI, TOJIeHH,
6epo), olylleHue XOXK/IeHH s 110 «BaTe», Hapylle-
HUe X0Ab0bI (epeABUKEHUE C JBYCTOPOHHEN OMO-
poii B npefesax 1-2 MeTpoB). O1ylieHne «CTSAHY-
TOCTHU» UKp 6eCOKOUJIO GOJIbHYIO0 B TeYEeHHUe He-
CKOJIBKUX JIeT, 0KOJIO Mecsilia 10 FOCIUTaNU3al U1
OHa OTMeTUJIa MOsIBJIEHHe HHTEHCUBHBIX 60Jiell B
HOTaX /10 yPOBHs 6e/ipa, MOCTeleHHO MPUCOeUHU-
JIUCb OHEMEHUE M UHTEHCUBHbIE NeKylue 60J11 B
pyKaX, pe3uCTEHTHbIE K TPUEMY HEHAPKOTHUYECKUX
aHaJIbreTHUKOB. B cBS3U c rpy6bIM 60JIEBBIM CUH-
JAPOMOM GpPUTaJIol CKOPOU MeJUITMHCKON MOMOIIU
nanyeHTKa [ fjocTaB/eHa B cTaljMOHAp IO MECTY
»KUTEJIbCTBA, BBICKA3aHO MPeJIOoJI0KeHHe 0 HaTu-
YUU y Heé NOJIMHEBPUTHUYECKOTO CUHJPOMA, Jajiee
60JIbHasl TOCNUTAJU3MPOBAHA B HEBPOJIOTUYECKOE
otnesnenue POKB gsis1 mosydeHus cnenyaiusupo-
BaHHON MeJULIMHCKOM IOMOIIH.

W3 aHamMHe3a ycTaHoOBJIeHO, 4To ¢ 2007 r. y na-
[UEHTKH UMEJU MeCTO Mpexosiire NOBTOPHbIE
3MU30/bl BICHIMAHUN HA KOXKE HOT, BpauoM-JepMa-
TOJIOTOM PEKOMEH/I0BaHO 06cJiejoBaHUE ¥ peBMa-
TOJIOT3, OJJHAKO K CHEeLUaTUCTy 3a 3TH rofibl 60J1b-
Has Tak 4 He ob6paTuaack. B 2021 1. nocJsie nepe-
HEeCEHHOU HOBOW KOPOHABUPYCHOU MHPEKIMHU CTa-
Jla IepUOUYECKH OILYIIATh CBUCTSLIME XPUIIbI B
rpyay, B vtojie 2023 r. o6paTuiach K TepaneBTy Mo
MECTY »KUTEeJIbCTBA, BBIMOJHEHO JJ006C/Aej0BaHUE
(byHKIMS BHeIIHEro AblxaHUs [0Ka3aJja Hapyuile-
HUE JbIXaHUs 110 06CTPYKTUBHOMY TUIY, IPU 3TOM
TeCT ¢ OPOHXOAUJIATATOPOM MOJIOKUTEJNbHBIN, B
reMorpamMme 303uHoGuUINsA 6%), AMATHOCTUPOBA-
Ha OpoHXHa/IbHas acTMa, peKOMeHJ0BaHa Tepanus
O6poHXOAMIATATOPAMH IO TPeOGOBAHUIO U UHTAJIS-
IIUMOHHBIMHU IVIIOKOKOPTUKOCTEPOUAaMH, OJHAKO
Ha3Ha4yeHHUs MalUeHTKa He BbINOJIHSIA. B oKTs-
6pe 2023 r. MoABUJICS MHTEHCUBHBIN CYX0H KallleJsb
IpYU HOPMAaJIbHOHN TeMIlepaType TeJa, TePaneBTOM
[0 MeCTY >KMTeJIbCTBA NallueHTKa HalpaBJjieHa Ha
peHTreHorpaduio JIErk1ux, NOKa3aBILy0 HaJHu4YUe
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nHeBMOHUU. bblla HAa3HAaYeHa aHTU6aKTepUaibHas
Tepanus (rpymnna neHuuuInHa). B neka6pe 2023
r., B ¢peBpasie 2024 r. enié JBa 3MU30/a PEHTTEHO-
JIOTUYECKU MOATBEPXKAEHHON NHEBMOHUHY, JIeYeHH e
aHTUOaKTepUaJbHBIMU NpenapaTamMu (PpTopxuHO-
JIoHbl, ledasiocnopunbl). C utossg 2023 1. mo mai
2024 r. B reMorpaMMe CTOWKOE MOBbIIIEHUE YPOB-
HSI 303MHOQUJIOB C TeHeHIUeH K pocTy (0T 6 J10
26%).

[lanmeHTKa UMeJia AJIMTEJbHbINA aHaMHE3 110 ay-
TOMMMYHHOMY TUPEOUAUTY, [10 OBOJAY KOTOPOTO
noJiy4yasa peryJsipHo Tepanuio 3yTUPOKCOM, KOH-
TPOJIMPOBaHA FOPMOHAJIbHBIA QOH. AJLJIEPrOI0TH-
YyeCKUU aHaMHe3 He OTSATOIEH. AJIKOr0Jib He YIIO-
TpebJisa.

[Ipu noctynsenun B POKB ob1ee cocTosiHue
cpeJiHel cTeleHU TsXKeCTH, 06YCI0BJIE€HO BbIpa-
>KEHHbIM 60JIEBbIM CHHJPOMOM, CO3HAHUE SICHOE,
OpPHUEHTHPOBAHA B JIMYHOCTH, MECTE, BpEMEHH, CO-
OBITUSIX. ACTEHU3HWPOBAHA, SMOLMOHAJbHO U Ba30-
MOTOPHO JIabu/abHa. OTMevaeTcs Jierkass aCUMMe-
TpHUs JIMIA, B OCTAJIbHOM YepernHOo-MO3roBble He-
PBBI KJMHUYeCKU 6e3 0COGeHHOCTEH, B TOM 4ucJje
6yJ/ib6apHas rpynna MHTaKTHa. JlucTajabHbIN Te-
Tpanapes 3-4 6aju1a ¢ pa3HOH CTeNneHbI0 3aUHTe-
PEeCOBAaHHOCTU CHMMETPUYHBIX MbIIIEYHBIX TPy,
CYyXOXUJIbHbIe pedJieKChl yTHETEHbI, NaTOJ0TuYe-
CKHX CTONHBIX 3HAKOB HeT, Audpdy3Has MbllIeyHast
TMIIOTOHMUS, JIeTKHe JUCTalbHble aCHMMeTpHUYHble
arpoduu. Hucrarma HeT, KOOpZAUHATPOHbIE IPOOHI
C MUMOIIONAalaHUEM C JIByX CTOPOH, B mo3e PoM-
Oepra najieHyue 6e3 CTOPOHHOCTH, YCUJINBAIOLIeecs
MPU BBIKJIOYEHUU KOHTPOJIS 3peHust. [lusecresus
[0 TUNY ACUMMETPHUYHBIX «IIE€PYATOK» U «IYJIOK»,
BbIpaXKeHHbIA 60JIeBOM HelponmaTUYECKUH CUH-
JIpOM, CeHCeTUBHas aTakcus. Ta30BbIX HapyLIeHUN
HeT. 06111eMO3TOBOM U MEHHUHT'€aJIbHOW CUMIITOMA-
TUKU HET.

Ko»kHble MOKPOBbI, BUUMBbIE CIU3UCThIE PU3UO-
JIOTUYECKOW OKPACKH, YUCThIE, TYProp COXpaHéH,
BBICBIMTAHWUH, reMOpparu4eckux 3JeMeHTOB HeT.
JlumdaTudeckue ysJbl, JOCTYNHblE NaJjblally,
o 1 cM B AuaMeTpe, MATKO-371aCTUYECKON KOHCH-
CTEHIIMH, IO/IBUKHbIE, He CHasiHbI JPyT C APYroM
Y OKPY’>KalOUIMMU TKaHSMHU, KOXKa HaJ, HUMHU He U3-
MeHeHa. /lpIXxaHue B JIETKUX C JIBYX CTOPOH BE3UKY-
JISIPHOE, XpPUIIbl He BbICYLUIMBAJIMCh, YaCTOTA AblXa-
TeJIbHBIX JIBIKEHUN — 16 B MUHYTY. TOHBI cepAla
HIPUIJIYIIEeHbl, pPUTMHUYHbIE, YACTOTA CEPZAEYHBIX CO-
KpallleHHWH COOTBeTCTBOBaJa NyJabcy — 97 yapoB
B MUHYTY. ApTepuajbHoe gaBjeHne — 120/75 mm
PT. CT. Ha 06euX pyKax. f3bIK YUCTbIH, BJAAKHBIN.
YKuBoT MATKUH, 6e3601e3HeHHbIH. [leyeHb nasib-
NMpoBaJach y Kpas pebepHOU Ayry, cejie3éHKa He
yBesiMueHa. ModeucnyckaHue cBo6o/iHOe, 6e360-
JIeSHEHHOE, M04a COJIOMEHHO-XKeJITast, JUype3 COOT-
BeTCTBOBaJI BOAHOHN Harpyske. CTyJ peryJsipHbIH,
exxeIHeBHbIN, 0pOpMJIEHHBIH, 6€3 MAaTOJOTHIYECKUX
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npumMeceil. [lepudepryeckre 0TEKU He ompeses-
Juchb. Ha ocHOBaHMU aJyio6, aHaMHe3a 6bL1 chop-
MYJIMPOBaH NpeABapUTENbHBIN AUAarHO3 — «XPoO-
HUYecKasd UAuOoNaTHYeCcKas BOCIaJUTebHAs MM0-
JIMHeWponaTus C sIBJE€HUSMHU MHOXeCTBEHHOU
MOHOHEBPONATUHU, AUCTAJbHBIM TeTpanape3omM,
HapyuieHHeM QYHKIMH X0/IbObl, BEIpAXKeHHbIN 60-
JIEBOU HEBPONATHUYECKUU CUHJPOM, GBICTPOIPO-
rpeccupyloliee TedeHue». Hainyue nosnHelpormna-
THH MOATBEPKAEHO KJIMHUYECKOW CUMITTOMAaTUKON
(mucTanbHBIN BAJIBIA TeTpanapes), JaHHbIMU 3J1eK-
TpoHelpomuorpaduu (IHMT).

[l;1aH neyeHUs BKJIIOYaAJ NpPOBeJleHUE Maa3Ma-
depesa, MeTabONIMUECKYIO Tepanuio (TUOKTOBas
KHCJI0Ta), aHTUKOATrYJSHTHYIO Tepanuio (3HOK-
calapuH HaTpus), o6e3bosmBaHue (KeTonpodeH,
TpaMa/ioJ1), racTPONPOTEKTUBHYIO Tepanuio (pamo-
TUJAMH, oMenpa3oJ). OJHaKo Ha3HaueHHoe JieueHue
He /1aBaJIo 0XKU/,aeMOr0o KJIMHUYECKOT0 YIydIleHus.

JleqamiM HeBPOJIOTOM 3aIJIAHUPOBAHO BBINOJI-
HeHHe KOMIIJIEKCHOTO 1006C/1eJ0BaHUs, KOHCY/Ib-
TalUU Y CMEXHBIX CIIEI[UATUCTOB C YYETOM IOJIU-
MOPPHOCTH KJIMHUYECKOW CHMITOMAaTHUKU U aHa-
MeCTUYEeCKUX JJaHHBIX.

B remorpaMme y nalieHTKU OTMevaJiach BbICO-
Kast 503uHOopuIns (yerikouuTbl — 10,01x10°/11, 30-
3uHodusbl — 35,8%, abcoaoTHo — 3,59%x109/1),
yckopeHue COJ 1o 34 MM /4 IpU HOpPMaJIbHBIX 3Ha-
YeHUSX IPOYUX Nokaszaresel. OGN aHAIU3 MOUU
He BbISIBUJI KJIMHHUYECKU 3HAYUMbIX U3MEHEHUH.
B KoarysiorpaMme onpeziesieHo MoBbiLIeHHe GUOPU-
HoreHa 710 4,19 r/x, JI-numepa — g0 1,56 mr/a, uto
B COYETAHUU C BHICOKUM YpoBHeM C-peaKTHUBHOTO
6esika (85,6 Mr/u1) 6bLJI0 paclieHEHO KaK CUCTEMHast
BOCIa/IMTeJIbHAsA peaklus. BuoxuMmuyeckue noka-
3aTeJid COOTBETCTBOBaIU pedepeHCHbIM 3HaYeHU-
siM. B UMMyHOrpaMme noBbllIeHHE YPOBHS UMMY-
Horsio6ysuHa E 1o 129,43 ME/ma (mpu HopMe 10
100 ME/mun), ummyHornobynuna G — 6oJiee 24 r/n
(nopma — 9,33-15,27 r/a1) ¥ UUPKYJHUPYIOILIUX UM-
MyHHbIX KoMIlJiekcoB — f10 30,14 Ex/ ma (Hopma —
no 20 Ex/mi). PeBMaTouiHbIN GaKTOp B HOpME.

[lo faHHBIM 3JieKTpoHelpoMuorpaduu 6bLIU
BbISIBJIEHBI OTUET/IMBbIe IPU3HAKH aKCOHAJIbHO-/[€e-
MUEJMHU3UPYIOLell CEHCOMOTOPHOM NOJIMHENpPO-
NaTHUH HIDKHUX KOHEYHOCTEN C HapyIleHUeM Ipo-
BeJleHUsI 10 MOTOPHBIM HepBaM, C BbIpaKEHHbIM
HapyllleHueM NPOBeJIeHUsI 10 BCEM CEHCOPHBIM He-
pBaM. CnupasibHass KOMIbIOTepHasA ToMorpadus
OpraHOB IPY/IHOM KJIETKH MOKa3aja HaJludyue 30H
nHeBMO0GUO6pO3a B 6a3a/IbHBIX OT/eJaX JETKUX, JIE-
rOYHYI0 apTepHasbHYI0 runepTeH3umn. [1o pesynb-
TaTaM yJbTPa3BYKOBOI'0 UCC/AeJL0BaHUsI OPraHOB
OPIOIIHOM MOJIOCTH YCTAHOBJEHO HaJIMUUeE renarTo-
Meraysinu (mpaBas /1o nedyeHd — 167 MM), Aud-
Gy3HBIX U3BMEHEHUH MOKeNYA0UHOH JKeJie3bl, MMo-
JIUTIOB KEJYHOTO My3bIPsi, KUCT JIEeBOH MOYKH. Yib-
TPa3BYKOBOE HCC/IelOBaHHE OPraHOB MaJsoro Tasa
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MTPOTPECCHUPYIONIAS HEVIPOTIATVIA KAK TIPOSIBJIEHUE
903VTHOOMIBHOTI'O TPAHYIEMATO3A C ITIOIMAHTMTOM

K/IMHUYECKHE CJIYHAN

IAaTOJIOTUH HE BBISIBJIEHO. YJIbTPa3BYKOBOe HccIe-
JlOBaHUe apTepuil U BeH TaK)Ke He BBIBUJIO ATOJIO-
ruu. [lo faHHBIM 3xoKapAUorpadpUIecKoro uccie-
JlOBaHUsl yCTAHOBJIEHO: YIIJIOTHEHUE CTEHOK A0PTHI,
CTBOPOK aOpTaJbHOT0, MUTPAJbHOI'0 KJANaHOB,
HayaJibHas runepTpoduss MUOKapAa JIEBOTO XKeJy-
Jl0UKa, r106asibHas CUCTONNYecKasd QyHKIUs JIeBO-
ro >KeJiyJlouka KoMIeHcHpoBaHa (ppakuust BbIOPO-
ca — 62%), auactosnueckas JUCOYHKILUS JIEBOTO
»KeslylouKa 1 TUMa, HEJOCTaTOYHOCTh MUTPAIbHO-
ro KjamnaHa 1 cTeneHu U TPUKYCHUAAJIBHOIO KJa-
naHa 1 cTemneHH, MOJIOCTH CepAlia HE paCIIUPEHBDI,
B MOJIOCTHU MepuKapAa U MaeBpaabHbIX MOJOCTAX
BBINIOTA HET.

[eMaToJ/ilOrOM pEeKOMEHJA0BAaHO MpPOBeAeHHUE
JuddepeHMaIbHON AMArHOCTUKY BTOPUYHOH 30-
3MHOQUJIMU U XPOHHUUYECKOT0 MHUesonpoandepa-
THUBHOI'0 3260J1€eBaHUS C YYETOM CTOMKON 303UHO-
dunuy B reMorpaMme: UCKJIIOYeHUE TeJIbMUHTO30B
Y Mapa3uTapHbIX 3a60/1€eBaHUM, KOHCY/IbTALUU PEB-
MaToJiora /iJisl UCKJIIDUEeHHUs] CUCTEMHOTO KoJljlare-
HO33a, BaCKYJIUTa, KOHCYJIbTALlUsl aJlJIEpPTroJiora, OK-
HOIIOMCK C KOHCYJIbTallMell 0HKO0JI0Ta, MOJIEKYISp-
HO-TeHeTHUYecKue uccaegoBanusi: BCR-ABL, JAK2,
MPL, CALR, PDGFRA, PDGFRB, FGFR1.

[lanreHTKa OCMOTpPEeHAa OTOPUHOJAPHUHTOJIOTOM,
YCTaHOBUBIIEM AMarHo3 «Ba3oMOTOPHBIA PUHHUT.
KoHcy/nbpTHpOBaHa MyJIbMOHOJIOOM, O TBEPAUB-
UM JuarHo3 «bpoHxuanbHas acTMa, CMellaHHOU
dopMbl, cpesHeTsKENOTO TeueHUsA». KapauoJio-
roM yCTaHOBJIEH AuarHo3 «Hiemuveckas 60/1€3Hb
cepaua, creHokapaus HanpsikeHus OK 11, runep-
ToOHU4YecKasi 60Jie3Hb Il cTaguu, puck 3 BbICOKHUH,
koHTposimpyeMasi, XCH 1 ®K 2». JHA0KpUHOJI0rOM
pPEeKOMeH/J0BaHO NMPOJOJXKeHUE Tepanuu ayTOUM-
MYHHOIO TUPEUOAWTA JIEBOTUPOKCUHOM B J03€
125 MKT B CyTKH.

PeBMaT0/10rOM BBICKA3aHO MPeJIOJI0KEeHUE O
cuaapome Yapaxa-CTpocc, peKOMeHA0BaHO UCCJie-
JIOBaHUS AJis ONlpeJieIeHUs] aHTUHEUTPOPHUIBHBIX
LIUTOIJIa3MaTUYECKUX aHTUTeJ Nepudepudeckout
KpOBH.

MouJiekynsipHO-TeHeTHYEeCKOe UCCIel0OBaHUE,
Ha3HaYeHHOe reMaToJIOTOM, He BBIBUJIO MyTalUH,
MOATBEPXKAAIOLUX HAJIMUMe XPOHUYECKOT'0 MUEJIO-
npoJsindepaTUBHOIO 3a60J1€BaHUS.

Y mauueHTKU He BbIsIBJE€HbI FeJIbMUHTO3bI, a-
pasuTapHble 3a60JieBaHus], He 0OHAPY>KEeHbl aHTHU-
TeJsia K HaTuBHOU JJHK, ofHako, ycTaBjieHO HaJIU-
yue AHIIA k PR3 u MPO.

TakuM 06pa3oM, HA OCHOBAaHUHM KJMUHHUKO-Ja-
60pPaTOPHBIX U UHCTPYMEHTA/JbHBIX JAHHBIX y Na-
UeHTKU auarHoctupoBaH IT'TIA: corsiacHO Kpu-
TepusiM AMEpPUKAaHCKON KOJIJIETUH PEBMATOJIOIOB
(ACR) coBMecTHO ¢ EBpomnelcKuM ajibsiHCOM acco-
nuanui peemartosioroB (EULAR), mosydyeHna cym-
Ma 6ass10B 12, ynoBjeTBopstolass TpeboBaHUAM
AJis Bepudukanuu guartHosa. [lo pekoMeHganuu
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peBMaToJIOra HavYaTa Tepanus IJIIOKOKOPTUKOCTe-
pouamu (IpeJHU30JI0H B o3e 1 Mr Ha KI' MaccChl
TeJsa), NOJy4eH CTOMKUN KJIUHUYECKHUH OTBET B
BU/le perpecca HelponaTHH, aCTEHUYECKOTO CUH-
ZpoMa, 303UMHOQUINH, OTCYTCTBUSI CUMITOMAaTUKU
CO CTOPOHBI 6POHX0JErOYHOM cucTeMbl. [Ipogosmke-
HO HabJII0leHHe Y peBMaToJIora.

06cyxaeHune

JAuddepeHnyanbHas JUarHoCcTUKa MOJHUHEH-
ponaTuii TpebyeT OT Bpadya-HeBpoOJIOra INIy6OKUX
3HAHUN He TOJIbKO CBOEH clneluaJbHOCTH, HO U
CMEXHBbIX JUCIUIINH. beaycnoBHo, 1uddepeHny-
aJIbHbIM AMAarHo3 y JJaHHOW NalUeHTKH CTPOUJICS
Ha UCKJIIOYEeHUHM HauboJiee 4acTO BCTPEeYarIIUXCs
B NOMNYJALUMU HO30J0rudeckux ¢popM. [isl ceHco-
MOTOPHOH HEHpONATHUH 3TO UCKJIIOYEeHUs JUabeTH-
YeCKOT0, ypeMUYEeCKOT0 reHe3a, YTO ObLIO BBINOJI-
HEHO MPU MEPBUYHOU JIabOPaTOPHOHU OIleHKe GHO-
XMMHUYECKOro aHasM3a KpoBU. TOKCHUYeCKHl reHes
ObLJ TAKXKE MCKJIIOUEH: MMAlMEHTKA He yIoTpeb Isi1a
aJIKOT0J1b, HE UCI0JIb30Bajla HEHPOTOKCUYHBIX Jie-
KapCTBEHHBIX [IpenapaToB. JNUJeMHUO0JI0THYecKoe
o6cJiejoBaHUe, MpeAlIeCTBOBABLIee [OCIUTANHU-
3alUH, UCKJKYUI0 Hasmnuue BUY-uHpekuu, cu-
¢dusnmca, KOTopble TakKe MOTYT BbICTYNATh B Ka-
4yecTBe NPUYMH HellponaTui. KosndyecTBeHHO y
NalMeHTKH He OllpeJesijioch CoJlepKaHue BUTa-
MUHOB rpynnsl B (Liuanko6asaMuH, NUPUJOKCHH,
THAMMH), OHAKO U3 NpeJLUIeCTBYIOLero aHaMHe3a
He ObLIO BbISIBJIEHO BO3MOXHbBIX MPUUYUHHBIX daK-
TOPOB 151 fledULUTa MUKPOHYTPUEHTOB: MOJIHO-
LleHHO€e NMTaHue, OTCYTCTBUE MATOJIOTHU U ollepa-
LIMH Ha KeJIyZJ0YHO-KUIlIeYHOM TPaKTe, OTCYTCTBUE
npuéma JieKapCTBEHHbIX NPenapaToB, BAUSIOIIUX
Ha CoJiep>KaHHe MUKPOHYTPUEHTOB, OTCYTCTBUE
TUNEePXPOMHON MaKpOLMTAPHOU runopereHepa-
TOPHOU aHeMUHU. [MNIOTHPeO3 Kak NPHUUYUHA TaKkKe
ObLJI UCKJIIOUEH, TTOCKOJIbKY NallMeHTKa Pery/sipHO
NpUHUMaJa L-TUPOKCUH 0], KOHTPOJIEM rOPMO-
HasjbHOro ¢oHa. MckouyeHue napaHeonaacTuye-
CKO! HelpomnaTUH He GbLJIO BHIMOJHEHO B IOJTHOM
00'bEMeE, TOCKOJIbKY MTPUOPUTETHBIM BbIOPAHO Ha-
npaBJieHUe AUarHOCTUY€eCKOro MOUCKa peBMaToJ10-
rMYeCKOM MaTOoJIOTH, XOTSI OHKOMOHUCK PEKOMEH/10-
BaH reMaToJI0rOM C Y4TOM MIE€P303UHOPUIBHOTO
cuHapoMma. [lonuHeliponaTus, o6ycaoBIeHHasA Ha-
JIMYMeM NapanpoTeuHEeMUYECKOT0 reMo6.J1acTo3a,
OblJIa MAJIOBEPOSITHA B CBSI3U C OTCYTCTBUEM TH-
NUYHBIX KJIUHUKO-1a60paTOPHbIX pEHOMEHOB (HET
CRAB-cuHApoMa, runepnpoTENHEMUU B COYETAHUU
C AUCIIpOTEMHEMUEN ), OAHAKO B paMKax JlaJibHeMN-
nero o6¢cael0BaHUs B CUTYallud HEYTOUHEHHOTO
reHesa HelpomnaTHUU NalLMeHTKe CJe0BaJo Mpo-
BECTH 3JIeKTpodope3 ¢ UMMYHOPUKcal el Ges-
KOB CbIBOPOTKU KPOBU U MOYH, ONpejiesieHue B2-
MUKPOIJIO6Y/IMHA. XPOHUUYECKYIO BOCHAJUTENbHYIO

HO>HO-Poccuiickui xypHan TepaneBTUHECKON NpaKTVKK
South Russian Journal of Therapeutic Practice
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[TPOTPECCUPYIOIIAS HEMPOTTATVA KAK ITPOSBIEHVIE
903VTHOOMIBHOT'O TPAHYIEMATO3A C ITOJIMAHTMTOM

JeMHUeJMHU3UPYIIIYI0 nosuHedponatyio (XB/IT)
He IpeJCTaBJsAJIOCh BOSMOXXHBIM MOJIHOCTBIO MC-
KJIIOUUTDb Ha 3Talne 06ciej0BaHUs NallueHTKH, XOTS
a5t XBAIl Hasinuume napecTe3uii BO3MOXKHO, OJJHAKO
BbIpa)KeHHas 60JieBasi CHMIITOMATHKa, KaK paBu-
Jlo, oTcyTcTByeT. HaciencTBeHHBIN XapakTep 3a-
60Js1eBaHUs He pacCMaTpPUBAJICS KaK BO3MOXHBIH,
YYUTbIBAsi HEOTATOLEHHBIM aHaMHe3. O6paras
BHUMaHHe acCCUMETPUYHbIN XapaKTep BsJIOTO Te-
Tpamnapesa, 4yBCTBUTEJbHbIX U TPOPUUECKUX HAPY-
IIeHUH, 4To 60Jiee XapaKTEePHO [JJ11 MHOXKeCTBEH-
HbIX MOHOHEBPOINATHH, ABJAIIUXCA TUIUYHBIM
nposiaenueM II'TIA.

3ak/Il0ueHue

[IpencTtaBjieHHOE KJAMHHUYECKOE HAbJIIOJleHHe
IT'TIA feMOHCTPUPYET CI0XKHOCTU AUATHOCTUKU
JaHHOTO 3a60J1eBaHUsA. BaXXHbIMU aclieKTaMH, I0-
3BOJIMBIIMMH JiedallleMy Bpady-HeBPOJIOTY 3aI0/0-
3pUTh Y MallMeHTKU C CEHCOMOTOPHOMN NOJIMHENPO-
MaTUeN CUCTEMHBIN BAaCKYJ/IHUT, IBJISIOTCH CIAeLYI0-
uiye:

e JIUTeJbHbIM aHaMHe3 3a60JieBaHUs, JUHA-

MUKa MOsSIBJIEHUS] CUMIITOMOB;

e ACCUMETPUYHBIA XapaKTep JHUCTaJbHbIX
JBUTATEJIbHbIX, Y4YBCTBUTEJbHBIX U TPODU-
YeCKUX PaCCTPOUCTB, SABJSIOIIMKICA NPOSIB-
JIEHHUEM MHOXKECTBEHHbIX MOHOHEBPONATUH;

*  HaJIMYMe CUCTEMHbBIX MyJbTUOPTAaHHBIX IIPO-

sIBJIeHUU (KOXKHble NpPOsiBJIeHUs, 6POHXO-
NyJIbMOHAJIbHbIE CUMIITOMBI: 6pOHXUATbHAS
acTMa, penuAUBUPYIOLINE MUTPUPYIOIHeE
UHPUABTPATHI B JIETKUX, HAJTUYHE TIePCU-
CTUPYIOILeN BbICOKON 303UHODUIINH);

e CTOHKOE MOBbIlIEHHNE MAapKEPOB CUCTEMHOMU
BOCHAJIUTEJbHOMN peaKIuy;

e OTCYTCTBHE TepaneBTHYecKoro apdekra oT
MPOBOAMMOTO JieueHHUs [0 MIPUMeHEeHHs CH-
CTEeMHBIX [TIOKOKOPTUKOCTEPOUIOB;

e BbIfIBJIEHHE TUIMYHOTO JJabopaTOPHOTO
kputepusi: AHIJA.

MysbTUAMCUUIIMHAPDHOE 06CYXK/eH1e 10J06-

HBIX CIy4aeB B MeIUIIMHCKOM COO6IIeCTBE JOKHO
chOpMUPOBATH HACTOPOXKEHHOCTh B OTHOLIEHUH
BBISIBJIEHUSI JAHHOW peJKOU MaTOJIOTUU U YCKO-
pPUTB HallpaBJieHUe NOJ006HbBIX TAallUEHTOB K peBMa-
ToJiory. KpoMe Toro, jlaHHast KaTeropusi naljieHToB
HY’K/IaeTCsl B MHOTOJIETHEM JMCIIaHCEPHOM HabJIi0-
JleHUH, ob6ecriedeHuU NpeeMCTBEeHHOCTH Tepamnes-
THYECKUX PEKOMEH/IAlNH CIIeINaMCTOB, TIATe /b-
HOM KJIMHUKO-J1a60paTOPHOM MOHUTOPHUHTE JJIsI
npeaynpex/ieHust pa3BUTHSA OCJI0)KHEHUH 60J1e3HH,
B TOM 4MCJIe 0OYCIOBJEHHbIX AJIUTEJbHOU UMMY-
HOCYTIPECCUBHOM Tepanuew.

duHaHcuposaHue. ViccienoBaHve He UMEJO
CIIOHCOPCKOM MO EePXKKHU.

Kongukm unmepecos. ABTOpbI 3asIBJISIOT 06
OTCYTCTBUHU KOHPJIMKTA HHTEPECOB.
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