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AHHOTALNUA

BBenenne. Y3enKoBbIH MOTHAPTEPUUT — OCTPOE, MOAOCTPOE UM XPOHUUIECKOE HMMYHOKOMILJIEKCHOE 3a00/IeBaHNe, B OCHOBE KOTOPOTO
JIOKUT TOpaXKEHHE NMepUPEPUIECKUX M BHCLIEPAIbHBIX apTEPUH IPEUMYIIECTBEHHO MEIKOTO U CPEAHEro KanuOpa, pa3BUTUE AECTPYK-
THUBHO-NIPOJIH(EPATHBHOrO apTepUUTa U Mociaeayomas nepudepruieckas 1 BUcHepaibHas uineMus. Onucanue KIMHHYECKUX CJIy4aeB.
B craTbe onuceIBarOTCA Ba KIMHUUECKUX Clydasi y3eJIKOBOro MolIHapTepunTa y nanuenta P., 12 ner, u nauuenTta A., 9 neT, AeMOHCTpH-
pyomye TpyIHOCTH AUAarHOCTUKH 3TOro 3a001eBaHus Ha paHHUX »Tanax. [lanuent P., 12 neT, nocTynuia B peBMaToI0rHUECKOE OTAEIEHHE
Jletckoit kpaeBoil KIMHHUECKOit 6oapHMIIBI KpacHoaapa ¢ jkano0aMu Ha KpacHbIE MATHUCTHIC IUIOTHBIC BBICHIAHMS B 00JaCTH J1aJOHEH,
TIOJIOIIBEHHOM MOBEPXHOCTH cToll. PeGeHok OoineH ¢ cenTsops 2017 rona, nocie nepeHeCeHHOro TOH3MILINTA OTMEYAJIoCh MOSBICHHE JIU-
xopaaku g0 37 °C, 6oxu B paBoi MATOYHON 007ACTH, Y3€IKOBBIE YINIOTHEHHUSI Ha KOXE CTOII, JINBEI0, OTEYHOCTh 00enx kucreitl. Teue-
HUe 3a00J1eBaHUs peLMIUBUpYoLIee. MallbuuK MOIy4al TePanuio NPeJHU30J0HOM, MUKO(peHonaTa MO(QETHIOM, THAPOKCUXIIOPOXHHOM,
MPOBEICHO TpU Kypca purTykcumada (anpens 2018 rona, suBaps 2019 rona, centsops 2020 roxa). HeoqHOKpaTHO MPOBOIUIHCH KYPCHI
UMMYHOIIOOYJIHHA HOPMAJIBHOI'O YEJIOBEYECKOro, COCYAUCTON Tepanuu annpoctanuwioM. Ha goHe nedyeHns oTMeueHa MON0oXKHUTENbHAS
JMHAMMKa, KYIHPOBAIach JINXOPAIKa, YIy4lIMIOCh 00IIee CaMO4yBCTBHE, HOPMAJIM30BAINCh OCTPOBOCIIATUTENIbHbIE MapPKEPhl KPOBH.
Ha xoxe coxpaHs10ch MUHUMAaIIbHOE MIPOSBICHUE IMBEO, Y3I0BaThIe YIUIOTHEHHS Ha CTOMaX — 0e3 MporpeccupoBaHus B TuHaMuke. ITa-
ueHT A. B anpese 2022 rozna mocTynui B peBMaToJI0rHueckoe oTaenaeHue JleTckoi kpaeBoil kmuHu4eckoi 6onpHULBI ropoaa KpacHonapa
¢ kaJ006aMu Ha cJ1aboCTh, MMAJITHIO B HUXKHUX KOHEYHOCTSIX, BOSHUKHOBCHUE O4ara HeKpo3a B JICBOH NOsICHUYHOW o0nacTH. B aHamHese
3aboseBaHus yKa3aHo, 4To B Mapte 2022 . y MajpuuKa Ha (hOHE MOJTHOTO0 3[J0POBbs MOCIIE TPESHUPOBKH MOSBUINCH CHHIONIHBIE O0Ne3HEeH-
HBbI€ BBICBINAHUS B 00J1aCTH rojieHei. MI3MeHeHus Koku 1 60JI€3HEHHOCTh CaMOCTOATENBHO KyHpoBaauchk 6e3 nedenus. [locne mpoBeneH-
HOro o6cienoBaHts ObLI YCTAaHOBJIEH JMArHo3: y3eJKOBbIH IOBEHUIIBHBII MONMAaPTEPUNT, aKTUBHOCTh 3-if cTeneHu. 3akJrodenue. [Ipu
JMarHOCTHKE Y3€JIKOBOTO MOJIMAPTEPUUTA HEPEIKO MOT'YT BOSHUKATH ONPEACJICHHBIC TPYAHOCTH, TaK KaK 3TO 3a00JIeBaHUe IPOTEKaeT 0e3
crneru(pUUECKUX CHMIITOMOB M UMEET NOTUMOP(HH3M KIMHUYECKHX IPOSBICHUN 1 OTCYTCTBHE YETKUX AMAarHOCTHYECKHUX U J1aGOpaTOPHBIX
MapKepoB.
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POLYARTERITIS NODOSA:
CLINICAL CASES IN BOYS 12 AND 9 YEARS OLD

Alla V. Burlutskaya, Victoriya E. Tril, Natalia V. Saveleva, Diana V. Ustuzhanina, Juliya V. Pisotskaya,
Sofiva M. Bogacheva

Kuban State Medical University, Mitrofana Sedina str., 4, Krasnodar, 350063, Russia
ABSTRACT

Background. Polyarteritis nodosa is an acute, subacute or chronic immune complex disease associated with peripheral and visceral artery
involvement, predominantly of middle and small sizes, development of destructive-proliferative arteritis and subsequent peripheral and
visceral ischaemia. Cases description. The present paper describes two clinical cases of polyarteritis nodosa in patient R., aged 12, and
patient A., aged 9, and demonstrates the difficulties of diagnosing the disease in its early stages. Patient R., aged 12, was admitted to the
Rheumatology Unit of the Krasnodar Krai Children’s Clinical Hospital with complaints of red, patchy, dense rash on the palms and plantar
surface of the feet. The child has been ill since September 2017, and after a history of tonsillitis suffered a fever of 37 °C, pain in the right
heel area, nodular thickening on the feet, livedo reticularis, swelling of both hands. The disease had a recurrent course. The boy was treated
with prednisolone, mycophenolate mofetil, hydroxychloroquine and three courses of rituximab (April 2018, January 2019, September 2020).
Repeated courses of human normal immunoglobulin and alprostadil therapy were carried out. The treatment showed positive dynamics,
fever was eliminated, general well-being improved, and acute inflammatory markers in blood became normal. The skin retained minimal
manifestation of livedo, nodularities on the feet did not progress in dynamics. Patient A. was admitted to the Rheumatology Unit of the
Krasnodar Krai Children’s Clinical Hospital in April 2022 with complaints of weakness, myalgia of the lower extremities and necrosis foci
in the left lumbar region. The medical history indicates that in March 2022, the boy, being in good health before, developed a bluish, painful
rash on his lower legs after a workout. Skin changes and soreness resolved on their own without treatment. After examination, a diagnosis
was made as follows: juvenile polyarteritis nodosa, activity score — 3. Conclusion. The diagnosis of polyarteritis nodosa can be often prob-
lematic due to the very character of the disease featured by absence of specific symptoms, by polymorphism of clinical manifestations, and
by lack of clear diagnostic and laboratory markers.

Keywords: polyarteritis nodosa, systemic vasculitis, rituximab, erythema nodosum, livedo reticularis, superficial necrosis, adolescent age,
clinical case, diagnosis, treatment
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BBEJIEHHWE

V3enkoBwii nonuaptepuut (YII) — octpoe, momoctpoe
WJIM XPOHHYECKOE HUMMYHOKOMILIEKCHOE 3a00JIeBaHKE, B OCHO-
B€ KOTOPOTO JISKHT IOpaykeHHe NepupeprHIecKuX 1 BUCLIEpalTb-
HBIX apTEPUii MPEUMYIIECTBEHHO MEJIKOTO U CPEJJHEr0 Kannopa,
pa3BUTHE JAECTPYKTHBHO-NPOIN(EPATUBHOIO apTepUUTa U Mo-
crenyrolas nepudeprdeckas 1 BUCLepanbHas uiremus [ 1-3].

FOBeHMIIBHBIN MONMUAPTEPUUT — 3TO Pa3HOBUIHOCTH Y3€I-
KOBOTO TOJMApTEPUUTa, KOTOPBHIA Yalle BCEro pa3BHBaeTCS
y aereit [3-5]. Jlnst Hero xapakTepHO pa3BUTHE TPOMOAHTHH-
Ta KaK THIEPEepruyeckoro pakropa, OOMKMPHOE MOBPEKACHHE
nepudepuyecKux COCyJOB U KOXKH, HEKPO3 CIU3UCTBIX 000-

jouek. [Ipy IOBEHWIBHOM IOJUAPTEPUUTE IATOJOTMYECKUN
MPOLIECC OOBIYHO IMOJBEPIKEH JUIUTEILHOMY XPOHHYECKOMY
pelUINBHpYIOLIEMY TedeHuto [3, 4].

Tunmunas dopma y3eJIKOBOTO MOJNHAPTEPUUTA Y JAeTel
MpeCTaBlICHa NMPEUMYIECTBEHHBIM Pa3BUTHEM CHUCTEMHBIX
MOpaXEHH BHYTPEHHHUX OpPraHoOB, OJM3KUM 110 TEUEHHIO
K TIOJIMapTepUuTy y B3pocibixX [5]. IloBeIIeHHOE apTepHalib-
HOE JIaBlieHne, a0lOMUHAIbHAS UILEMHUs, HHCYIIBThI, HIIEMH-
yeckasi 00JIe3Hb Cep/ila, JISTOYHbIE BACKYJIUTHI U ApP. XapaKTe-
PHU3YIOTCS TSXKEIBIM T€UCHHUEM BCIIEACTBUE NMOPAKEHUS ITOUEK
Y UMEIOT BBICOKYIO JIETAIBHOCTS [5, 6].
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Kpurepun
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[MaTomopdonornueckue

Ilopaxkenune koxu

Muaiuruy |iv MellieyHas
c1abocTh

U3MCHCHUA

Hanuune nHexpoTu3upymomero
BACKYJIUTA MEJIKHX U (WJIN)

Ceruaroe JIMBe10, KOXKHBIC
y3€JIKH, TOBEPXHOCTHBIC
1 IiTyOOKHE KOXKHBIE HEKPO3bI

AprepuanbHas TUIIEPTEH3USA

CpeIHHX apTepHuil

Amnruorpagpuueckne
HN3MECHEHUS

HOpa)KeHI/IC IIOYEK ]

CHUCTOJIMUECKOE/TUACTOINYECKOE
AJl > 95 nmepueHTHIs 0 pocTy

AHEBPH3MBI, CTEHO3bI UITH
OKKJIFO3UH MEJIKUX U (WJIN)
CpPEIHHX apTepHii, He CBS3aHHBIC
¢ pUOPOMBIIIEUHON TUCIUIA3UCH
WA IPYTAMHE
HEBOCHAIUTEIbHBIMH
COCTOSIHUSIMU

Iporeunypus > 0,3 r/cyT nnu
aJIbOYMHH B MOY€/KPEaTHHUH >
30 MMOJIB/MI B YTpeHHEH
HOPIHUH; TeMaTypus HIIH YUCIIO
SPHUTPOLHTOB > 5 KIETOK B MOJIE
3pEHUST; CHIDKEHHE KITyOO4YKOBOIT
¢unbTpanuy no popmyiie
1IBapua < 50% oT HOpMBI

— Tlepudepundeckas HeHpomaTHst

MoTOpHBIII MOHOHEBPHT
U ceHcopHas nepudepuyueckas
HelponaTust

Puc. 1. luarnocTuyeckne KpUTEpUH y3€JIKOBOTO MOJUAPTEPUUTA Y ETEH.
Ipumeuanue: cxema cocmasiena agmopamu Ha ocnoge pexomenoayuii EULAR/PRINTO/PReS, 2010.

Fig. 1. Diagnostic criteria for polyarteritis nodosa in children.

Note: compiled by the authors according to EULAR/PRINTO/PreS recommendations, 2010.

B mnatorenese y3eiIKOBOrO MOJIHAPTEPUUTAa OCHOBHYIO
pOJIb UTPAeT aKTUBAIUS UMMYHHOI'O IIpoliecca U HaKoILIe-
HHUE JIEHKOIIUTOB, CBSI3aHHBIX C MMMYHHBIMU KOMIUIEKCaMHU.
VMMyHOKOMITJIEKCHOE BOCHAJICHHE Pa3BUBAETCS B CTEHKAX
MEJIKUX U CPEeIHMX aprepuil. Pesymbrarom sBisercs ne-
CTPYKTHUBHO-TIpONH(EpPATUBHBIA BaCKyJIHUT, Jaedopmarus
COCYZIOB, 3aMeJJIeHHE KpPOBOTOKa, HApyUICHUS PEOJIOTHH
U TPOLIECCOB TeMOKOATYIALHUH, YTO MPHUBOIUT K HIIEMUHU
TKaHe#. PesynpTaTrom sTOro mpoiiecca sBisieTcs (GuoOpo3
CTEHOK cocyoB [7].

YV nereit yactora Bo3HukHOBeHUs Y11 Hen3BecTHa. B HacTo-
suiee Bpems Y11 nuarnoctupyercs penko.

JlmarHo3 y3eIKOBOTO MOJHApTEpHHUTa YCTaHABIMBAIOT
Ha OCHOBAaHMM KpUTepUeB EBpONENCKON JUTU NPOTUB PEB-
maru3mMa (EULAR), MexnayHaponHoW menuaTpHuecKoi
PEBMATOIOTHYECKON OpraHM3allii MO KIMHUYECKUM HCCe-
nosanusM (PRINTO) u EBponeiickoro obmiectBa IeTCKHX
pesmaronoros (PreS) 2010 r. [8, 9]. B ximHHUeCKHUX peko-
Mengaiusax 2018 1. yka3aHo, 4TO yTBEPXKIACHHOW Kiaccupu-
karuu YT wer! [1]. Jluarnoctnueckue kpurepuu (00s3aTesb-
HBIe U JIOTIOJHUTENbHbIE) y AeTel, onpene’IeHHble COIIaCHO
KIMHUYECKUM PEKOMEHJIAIMSIM, MpPEACTaBIeHbl Ha PUCYH-
ke 1. J[marHo3 y3enKkoBOTO MOJHAPTEPUUTA YCTaHABIMBAETCS
MIPY HAJIMYMK KaK MHHUMYM OJIHOTO 00513aT€JIBHOTO ¥ OJJHOTO
JIOTIOJTHUTENBHOTO KPUTEPHEB.

Jl71s ycTaHOBKHM AMarHo3a «y3eIKOBBIA MOJIUAPTEPUUTY Tpe-
Oyetcs npoBecTH AU PepeHIINaIbHYI0 JTHarHOCTUKY C pa3-
JIMYHBIMHA PEBMaTHYE€CKUMH, MH(EKIIMOHHBIMH U OHKOJIOTHU-
yecKuMHu 3abosieBanusmMu [10].

[enpro jedeHns Y3€IKOBOTO MOJIMApPTEpUUTa ABJSETCS TO-
JIaBJIeHHe MMMYHHBIX PEaKIMil BOCHAJeHHA U YIydlleHHe
MECTHOTO KpOBOOOPAIIIEHUS B 30HE MopakeHus. s Tepanuu
VII npumenstot mrokokoptukoctepou sl (I'K) (mpennuzonon
1 mr/kr/cyt). Taxoke IUIst JICUCHUST THITMYHBIX BapHaHToB YII
HasHayaroT 1uKIodpochan (L[D) B cyTouHoit m03e 2—3 MI/KT,
a TaKk)Ke B BUJIe BHYTPUBEHHOH IyJIbC-Te€panuy, J1u0o couera-
Hue [{® ¢ KOpOTKUM KypcOM IIPEIHU30JIOHA B J103aX MEHEE
0,5 mr/kr. C menblo yaydlieHUs: KpOBOOOpAILEHUsS ITpUMe-
HSIOT aHTHUKOATYJISHTBI, aHTHArpPEeTraHThl, aHTHOIPOTEKTOPHI.
AHaNbreTHKN MPUMEHSIIOTCS JUIsl 00JerdyeHns: 00, aHTUTH-
MEepTeH3UBHEBIE IpenapaThl IPU BEICOKOM apTepHUaTbHOM J1aB-
nenuu [11].

Ipu TsxenoMm TteueHuu YII mpuMeHsieTcs KOMOWHAIUS
MpenapaToB TIFOKOKOPTHKOMIOB U IHKIOPOCchHaMUIoB, a Tak-
ke codeTaHue ¢ ceaHcamu ruasmadepesa [12]. Ho BaxHO
OTMETHTh, YTO Ha3HAYeHHE KOMOWHHPOBAHHBIX MpenapaTroB
CHOCOOHO TPHBOIUTH K Pa3BUTHIO HEXENaTeJbHBIX 11000Y-
HBIX 3((heKToB, KOTOpBIE pa3BUBAIOTCS B MEPBBIA rox y 25%
MAIMEeHTOB, a JIeYeHHE MAaI[IeHTOB MUMMYHOCYIPECCUBHBIMU
IpernapaTaMyi MOXeT OKa3bIBaTh TOKCHUECKOe AEHCTBHE U TO-
BBILIATh PUCK MH(EKIIMOHHBIX U OHKOJIIOTHYECKHX 3a00IeBa-
Huit [13].

B Hacrosimee Bpems BeayTcs pa3pabOTKH IpernapaToB
JUISL JIUEHUSI TSDKEJBIX (DOPM FOBEHUIIBHOTO MOJIMAPTEPUHTA
[14, 15]. PaccmarpuBaeTcsi BO3MOXHOCTH HCIIONB30BaHUS
npenapara pUTyKCHUMad JUIsl JICUSHHS Pa3IUYHbIX ayTOHM-
MYHHBIX 3a00JIeBaHHI. DTOT Mpernapar sBISIETCS XUMEPHBIM
MOHOKJIOHAJIBHBIM aHTUTenoM mpoTuB CD20 u comepxuT

! Coto3 neaunarpos Poccun. Krunuueckue pexomendayuu Yzenxosoiti noruapmepuum. FOsenunvuoii noruapmepuum. 2018 . Available: https:/aspirre-
russia.ru/upload/medialibrary/ef7/M30%20Y3enxoBb1it%20 nonunaprepunt.%20 IOBennnbub1in %20 noauaprepunt.pdf
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yesoBeuecknid komnoneHT IgG1k, cnocobcTByOmMi YMEHb-
IIEHHIO KOJIMYecTBa B-KkiieTok, momMoras mpeioTBpaTuTh pas3-
BHTHE ayTOMMMYHHBIX mporeccoB [16]. BaxxkHo mMOMHHUTS,
4T0 B-TMM(pOIUTE y4aCTBYIOT B IATOTCHE3¢ ay TOMMMYHHBIX
3a00JIeBaHUi, CHHTE3UPYSl ayTOAHTHTENA, Y4acTBYs B IIpe-
3€HTAIlMM aHTUTCHOB U yBEJIWYMBas KonudecTBo T-mumdo-
LIUTOB, CIIOCOOCTBYS 00pa30BaHUIO BOCHAIUTEIBHBIX ITUTO-
kxuHOB [17, 18].

KJIMHAYECKHAA TPUMEP Ne 1

HNudopmanus o nanueHTe

[Marment P., 12 net, moctynun 17.06.2022 r. B peBMaroo-
THYECKOE OTEJICHHE TOCYIapCTBEHHOTO OIOMKETHOTO ydpe-
KICHHS 37paBoOXpaHeHMs «JleTckas KpaeBas KIMHHYECKas
6onpHMIIA» MUHKCTEpCTBA 31paBooxpaneHnst KpacHomapcko-
ro kpast (I'bY3 JIKKB) ¢ xanobamu Ha KpacHbIe MSTHUCTHIE
IUIOTHBIC BBICBHINIAHKS B 00JacTH J1ajgoHeil (Oosblie cripara),
MOAOIIBEHHOW MOBEPXHOCTH CTOI, MBIIIEYHYIO CIa00CTb,
HEJIOMOTaHHE.

Anamnes sabonesanus: 1lo naHHBIM HCTOpUH OOJE3HH.
B cents6pe 2017 1. peGeHOK nepeHec OCTPhI TOH3WILIHT, T10-
sIBIJIACh (peOpriibHas uxopanka 1o 38,5-39,5 °C, cmabocTsb,
MoJTydas aHTHOAKTepHATIbHYIO TEPAlHIO0 C TOJIOKUTEIBHBIM
s pexToM.

C 05.10.17 mostBUIIMCH 0OMM B TIpaBOU MSTOYHOH 00IacTH,
Y3€JIKOBBIC BBICHIIAHUS B O0JAaCTH MPABOTO IUieya, Ha TYJO-
BUIIIE WU KOHCYHOCTAX, JMBCIO, MOABEM TCEMIICPATYpPhI TCJia

mo 37,7 °C. Tocnuraiu3upoBaH B TOCYIAPCTBEHHOE OrOiI-
JKETHOE YUpeXJICHHE 31paBooxpaHeHus «JleTckas ropoxackas
KIMHAYecKas OompHuUIa ropoma Kpacnomapa» Munuctepcer-
Ba 3apaBooxpaHeHus KpacHogapckoro kpas (I'bY3 «II'’Kb
. KpacHomapa» M3 KK) ¢ nuarnosom «YsmoBarast s3puTemMay.
IIpu oOcenoBaHNM B KIIMHAYECKOM aHAJHN3e KPOBH OOHApy-
skeHbl yBennueHne COD, yMepeHHBIH JTEeHKOIIUTO3, TTOBBIIIE-
Hue xoHueHtpauuun CPBb u ¢ubpunorena, c-ANCA comHu-
TeNbHBIN (Tabm.).

[Monyuan neuenue: nedorakcum 2 r/cyt B Tedenue 10 guei
(c 16.10.17 ), oTMeHaIOCH yITy4IlICHNE Ta00OPAaTOPHBIX MTOKa3a-
teneit (tadm.). C 18.10.17 r. mosiBunack GpedprtbHast IMXOpa-
ka. [IpoBefeHa MyHKIMS KOCTHOTO MO3Ta — MaTOJIOTMYEeCKUX
W3MEHEHUH HE BBISIBIIEHO, TOCEBHI (KPOBb, MOYa) OTPHIIATEIb-
HBIE, YIBTpa3ByKoBoe uccienoBanue (Y3U) opranos OpromrHoit
TIOJIOCTH: TIaTOJIOTUH He BbIsiBeHO. Y3U nouek — nauddy3nbie
W3MEHEHUs! TIApPEeHXUMBI U JIBYCTOPOHHS IHeNodKTaszus. Kom-
meioTepHas Tomorpadus opranos rpynHoit kietkd (KT OI'K),
opranoB opromHoii mostocty (KT OBII) u 3a6prommHHOTO Mpo-
CTpaHCTBa — 0€3 1MaToJI0rui. MarHUTHO-PE30HaHCHAsT TOMO-
rpadus (MPT) romoBHOTO MO3ra — 0€3 MaTONOTHH. YIBTPa3-
BykoBasi jmomruieporpadus cocynos (Y3II) cocymoB mouex
Y HIDKHUX KOHEYHOCTEH — Oe3 MaToNoruy.

HeonHokpaTHO NMPOBOAMINCH TENEMEANIIMHCKUE KOHCYIIb-
Taluy ¢ peBMaroyioraMu, Hedposoramu, reMaTonoraMu, dH-
nokpunonoramu I'bY3 JIKKbB. Ha ocHOBaHMM TaHHBIX aHaM-

Tabnuna. Jlnnamuka 1abopaTopHBIX IMOKa3aTelel 0 JaHHBIM HCTOPUH 00JIe3HU naruenTa P.
Table. Patient R.: dynamics of laboratory parameters according to medical history

. . . . . . . . )
IMoka3areyn = = = s = o ® ® z =
= — — = v — — — >
= = S = = = S = 2 =
En. nam. a a « a N N a "! 2 2
= = - ~ S — W) o~ o
- - = - - < < - & =
Alara g 2 S “ a | & 2| & | 2°
COD MM/4 45 44 52 57 60 1-8
JIe KON THI 10°/n 13,9 8,8 32,7 17,9 5-12
TpomOOIUTHI 10%/n 665 746 698 160-390
CPb MTI/J1 24 4 65 8 23 70 60 56,34 0-10
Hb /1 95 85 110-140
ACJI-O ME/mn 703 - 470 1o 150
OubpuHOTCH /1 5,46 - 6 2,7-4,7
c-ANCA turp | COMHH - obnapy- <1:40
TEIbHBIN KCHO
p-ANCA He o0Ha-
PyXKEHO
IIpoKa bIUTOHUH | HI/MII 0,035 - 0-0,046
Mapxkepsl remna-
tnta B (HBsAg, ) He oOHa- ) He oOHapy-
HBeAg, anti- pYK€eHO KEHO
HBcIgM)

Tpumeuanue: mabauya cocmasnena asmopamu. Coxkpawenus: COI — ckopocme ocedanus spumpoyumos; CPE — C-peaxmugnuiii
benok; Hb — cemoenooun; ACJI-O — anmucmpenmonuszun O; ANCA — anmumena K yumonnasme Hetimpopuios.

Note: compiled by the authors. Abbreviations: COO — erythrocyte sedimentation rate (ESR); CPb — C-reactive protein; Hb —
hemoglobin; ASL-O — antistreptolysin O; ANCA — antibodies to the cytoplasm of neutrophils.
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A.B. Bypayukas, B.E. Tpuab, H.B. CaBeabeBa, A.B. YcTiokanuHa, 10.B. [Tuconkas, C.M. Borauea
V3eAKOBBIY TOANAPTEPUUT: KAUHUYECKHUE CAYYAH Y MAABYMKOB 12 1 9 AeT

Hesa (ocTpoe Havajo, IMXOpajKa, 00K B MBIIIIAX), aHAIHN3a
KJIMHUYECKOM KapTHHBI (Y3€JIKOBbIE BBICHINIAHHS B 00NACTH
MIPaBOro Ijieda, Ha TYJIOBUINE U KOHEYHOCTSX, JINBENO, JIO-
KaJIbHbIE OTEKH), JIa0OPATOPHBIX IOKa3aTelell yCTaHOBIIEH
JIMarHO3: y3€JKOBBI I1OJIMAPTEPUUT, FOBEHWIBHBIN BapUaHT,
akTuBHas ¢a3a 3 ct. [lepcucreHuns crpentokokkay. [lomyyan
aHTUOAKTEPHAIBbHYIO, TIIIOKOKOPTHKOCTEPOUAHYI0, NMMYHO-
JICTIPECCUBHYIO Teparnuio (LMKJIOCHOpHH, nukiohochamun),
Ipernaparsl UMMYHOITIOOYIMHOB deioBeka. Ha doHe Tepanuu
OTMEUAJIOCh CHMXEHHE KIMHUKO-TYMOPANIbHOM aKTUBHOCTH,
yIIy4IIEHHE COCTOSHUS U JIaDOpaTOPHBIX MOKa3aTeneld — BbI-
MKCaH I0J] aMOyJIaTOPHOE HAOIIOCHHE.

C cepenunsl HOsOpst 2017 . — oTpuaTeNbHasT KIUHUKO-
nabopaTtopHasi JAuHAMHKA (Tabj.): pPEeLUIMBHPOBAHUE Y3eJ-
KOBBIX BBICHINIAHUM, HapacTaHWE HApPyIICHUH MHKpPOLUPKY-
JIILUY, TPOSIBIICHUN IIOJMHEUPONATUN, €KENHEBHBIN IOABEM
Temrieparypsl 10 ¢pedpuibHbX nudp. s ganbHeimero ne-
yerust 13.12.2017 r. rocnuTanu3upoBaH B JIETCKOE PEBMATO-
Joruueckoe otaeneHre HannoHamsHOTo HecienoBaTeabeckoro
nenrpa IlepBoit MOCKOBCKOI I'OCYIapCTBEHHOM MEIUIIMHCKON
xnuauky uMeHu Y. M. CeuenoBa (MI'MK um. Ceuenona). 13-
MEHEHHS B KJIMHUYECKOM aHaJu3€e KPOBU NPE/ICTaBICHBI B Ta-
Onuue. 3axioueHne: «YOEAUTENbHBIX IaHHBIX 33 HaJIW4Ke
y3€JIKOBOT'0 OJIMApPTEPUUTA B HACTOSAIIIEE BPEMS HET, BO3MOXK-
HO, IMEeT MeCTo napacrennupuuecKkas peakius Ha MepChUCTH-
PYIOILLYIO CTPENTOKOKKOBYIO HH(peKIHo». [IpoBoaniack Tepa-
IUsi: MeTUIpeN nepopayibHo 20 Mr/cyT, HaHAHTHH, ITpenaparsl
kanbuust, renapun 6000 EJl/cyt. Kpome atoro, nmpumensiiu
AQHTUKOArYJITHTHYIO, aHTHCEKPETOPHYI0, aHTHOaKTepHasb-
HYIO Tepalnuio, a TaKXkKe JIeYeHHE HECTEPOUITHBIMH NPOTUBO-
BOCHAIUTEIbHBIMU IIpeNaparamMy. 3a IMepuoji NpeObIBaHHs
B OT/IEJICHUH €KEJHEBHO OTMeuaachk runeprepmus o 38 °C,
PEeLMIUBUPOBAHNE Y3EIKOBBIX BBICHINIAHUI Ha IPaBOi MATOY-
HOW 00nacTy, HapacTaHUe T'yMOPaNbHOM aKTMBHOCTH, HE3HA-
YUTENBHBIA OTEK JIEBOTO KOJIEHHOTO CycTaBa, 3aTeM 2 Majib-
LIEB IIPABOM CTOIBL. YUUTBIBAs COXPAHEHUE T'yMOPAJIbHOMN
aKTHBHOCTH (TaOJl.), MHTOKCHKAI[MOHHOTO, aCTEHHYECKOTO
CHHJIpOMa, PELIMMBUPOBAHUE KOXKHBIX ITPOSIBICHHUH, peOSHOK
HampasjieH B (efepanbHOE TOCYNAapCTBEHHOE aBTOHOMHOE
yupexaeHue « HanuoHanpHbli MEIUIIMHCKAN UCCIIEN0BATEIb-
CKMI LIEHTP 3710pOBbs JleTell» MUHHUCTEPCTBA 31paBOOXpaHe-
Hus Poccuiickoit @eneparyu (PIAY «HMMUIIL 310poBes ne-
Teib» Munznpasa Poccun).

HaOmromancss B pemaronorudeckoM otaencHun DOIAY
«HMMUL 3n0poBbs aereit» MunsnpaBa Poccun ¢ koHLa siH-
Bapst 2018 . Ilpu mocryruieHuu: ano0bl Ha BBIPAKEHHYIO
cJ1a00CTh, SMOLIMOHAIIBHYIO JTAOMIBHOCTD, MBIIIEYHBIA TOHYC
CHIDKEH, HapyIlleHHEe ITOXOKH, KOXKHbIE TTOKPOBBI — Ipe/He-
KpO3Bl Ha CTOIAX, JIAJJOHAX, JIUBEAO Ha JIAJOHSX, Y3EIKOBBIE
YIUIOTHCHHS Ha TOJICHSX, 0OJb B MPABOM MATOYHOW 00JACTH,
neduryparys KoJIeHHBIX CYyCTaBOB.

ITo pesynbraram J1abOpaTOPHBIX IaHHBIX (Tabi.) B KIH-
HUYECKOM aHaJM3¢ KPOBH BBISBIEHA aHEMHUs, JEHKOLUTO3,
TpomOo1mTo3, noBeimeHue ypoBHss COD u CPB. Ilo pe3ynb-
taraM MPT HMXHMX KOHEUYHOCTEH BBISBICHBI W3MEHEHUS
B OEApPEHHBIX KOCTSIX — B KOCTHOM KaHajie ¢ 00eHX CTOPOH
MHO>XECTBEHHBIE MEJIKME Y4acTKU u3MeHeHHoro MP-curnana

(TUNepUHTEHCHUBHBIE), CIMBHOIO Xapakrepa, 0e3 NPH3HAKOB
orpannyenus qudohysuu.

C 1eJpI0 UCKITIOYEHHUS 3JI0KaueCTBEHHOTO Ipolecca Mpo-
BOJMJIOCH CHI)KEHHE J03bI ropMoHOB. Ha ¢oHe cHmkeHMs
TOPMOHOB IPOBE/ICHA TPEMaHOOHONCHS OCAPEHHON KOCTH,
MO/IB3JIOIIHBIX KOCTEH, a TaK)Ke IMMyHKIUSI KOCTHOTO MO3ra —
JIAaHHBIX 32 TeYeHHe reMo0biacTo3a He BbLsBiIeHO. [1o pe3ynbra-
TaM MPT B royioBHOM M03re, OpPIOIIHO# MOJI0CTH, MAJIOM Ta3y
00BbEMHBIX 00pa30BaHU HE BBISBIEHO.

Bbu1o mpoBeneHO MOJEKYISPHO-TEHETHYECKOE HCCIIe/I0-
BaHME: C 1IeJIbI0 HCKIIIOYEHHs CUHIpOMa JaedHUIUTa aJeHo-
3MH/E€3aMHUHA3bI 2 (2yTOBOCHAJIUTENILHBIA CHHAPOM, BKIIIOYA-
10K B ce0sl CUCTEMHYO BOCIIAJIMTENILHYIO PEaKIMIO B BUJIE
NPUCTYIIOB JIMXOPAJKH, BacCKYJONAaTHIO B BHJAE CETYATOrO
JIMBEO, Y3EIKOBOTO IOJHApTEPUHUTA, WIIEMHYECKHE W/HUIIH
reMOpparMuecKkie WHCYNIBThI, a TakXKe NPU3HAKH UMMYHO-
neduIrMTa ¢ THIOraMMa-IIoOyIMHEMHEH M KOCTHOMO3IO-
BYIO HEJOCTAaTOYHOCTB), TaK KakK TEpalus IPeICTaBICHHOIO
CHHJpOMa UMEET CYIIECTBEHHbIE Pa3IM4Ms M HanOOJBILETO
a¢dekTa ymaeTcs NOOUTHCA C MPUMEHCHUEM HHTHOHUTOPOB
(akTopa Hekposa anbda (PHO-a), rcnonb3oBaHue UTOCTA-
TUYECKUX U UMMYHOJCTIPECCUBHBIX IPEIapaToB 4acTo ObIBa-
eT Hed((PEKTUBHBIM, 110 JaHHBIM JINTEPATYPHI, IPUMEHEHHE
I'MBII putykcumaba MOXKET UMETh HEMOJIHBIN UK IepeMeH-
HBIH 3¢ dexT, B omnure ot Tepanuu y YII 6e3 npuBeseHHOro
TeHETUYeCKOro HapymeHus. TakuM oOpa3oM, METOAOM Ipsi-
MOT'O aBTOMATHYECKOTO CEKBEHHPOBAHUS OBUIH MCCIIEI0BaHBI
kopupytomie 3k30Hb 02—10 rena ADA2 ¢ mpueraroummu
WHTPOHHBIMHU OOJIACTSMH — MYTalMii HE BBISBICHO.

VY nauueHra BbISBICHBI FeHeTHYeCKHe (DAKTOpbI, KOTOpPHIE
MOTYT TPHBOIUTH K 3HAYUTEIILHOMY CHM)KEHHIO (pUOpHHO-
JIUTUYECKOM aKTUBHOCTU KPOBH (MapKepbl, CBS3aHHbIE C U3-
MEHEHHEM CBOWCTB penentopa (GUOpHHOreHa W M3MEHEHUEM
arperaiuu TpomoonutoB) (ITGB3 Cyowsenuuuina Illa unTer-
puHa Tpombouuros, 611be3, Leu33Pro, Pro/Pro T'omo3zurora,
PLANH1 Unruburop akruBaropa masmuHoreHa tuna 1, 5G
(-675)4G, 4G/AG T'omosurora MTHFR, Penyxraza 5, 10-me-
tunenterparuapodonara C677 T C/T I'ereposurora, MTRR,
Penykraza cunreza mernonmHa A66GG/G Tomoszurora),
YTO COOTBETCTBYET KapTHHE CHCTEMHOTO WMMYHOKOMILIEKC-
Horo Backynuta (YII) y atoro pebenka.

Ha ¢oHe nonbITKH CHIKEHUS! 1036l TOPMOHOB OTMEYEHO
nosiiieHre (heOpHUIIbHON JTMXOPaIKH 10 2 pa3 B CyTKH, Y3JI0Ba-
THIX YIUIOTHEHUH C TUIIEPEMMEN Ha CTOIAX, JIaI0HIX.

C yd4eroM HCKIIOUEHHMsl 3JI0Ka4E€CTBEHHOIo Mpolecca, Ha-
JIUYMS CeNU(UYecKoro mopakeHHs: KOXU (IIOBEPXHOCTHBIE
npeAbiHpapKThl KOXKH, HaJM4YMe Y3JIOBAaThIX YIUIOTHEHHN
Ha CTOMAaX, JaJIOHAX, CIICIU(PHUUSCKUE U3MEHEHHUS O MOP(O-
JIOTHYECKON KapTHHE OHOoNTaTa KOXKH), MHAJTHNA, MBIIICYHON
c1aboCTH, MOBBIMEHUS OCTPO(ha30BBIX IOKa3aTeleld KpOBU
peOCeHKY YCTaHOBJIEH JMAarHo3: IOBEHWJIBHBIH HOJIMAPTEPUUT,
MOI0OCTPOE TeUSHHE, AaKTUBHOCTh 3-1 CTEIEHH.

C 16.03.18 . pebcHKY MPOBEICHA IMYJIbC-TEPAIIHSI TJTFOKO-
KopTHKOCTEepouaaMu 10 20 MI/KI TPEeXKpaTHO, BO3BpaIleHa
nepopajbHas /103a IIFOKOKOPTUKOMIOB | MIV/KT, a Takke ¢ 1e-
JIbEO TACCUBHOM UMMYHHU3AIIMHU ITPOBEJECH KYPC BHYTPHBEHHO-
ro uMmmyHonoOynuHa 4yenoeka (BBUI') 1 r/kr/kypc.
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YuuTeiBasi ayToarpecCUBHBIN Xapakrep 3a00s1eBaHMs1, HENO-
cratouHyto 3 dexkTuBHOCTS paHee npoBoaumoii Tepanuu (I'K,
LUKJIOCIIOPHH, LMKIopochamMu), MHUIMAPOBAHA TEpaIus
TeHHO-MH)XEHEPHBIM TIPenapaToM pUTyKcuMad (Kypce Tepaniu
B m03¢ 375 mr/m?1 pa3 B Hepemo, 4 uabekiun — 19.03.18,
26.03.18, 03.04.18, 10.04.18). C 26.03.18 . B Tepanuto noa-
KIIFOYEHBI MMMYHO/IETIPECCUBHBIE TIpenaparsl: MUKodeHoara
Mo(deTHII U THIPOKCUXJIOPOXHH. B aHannzax kpoBu coxpaHsi-
J1ach BBICOKAasi OCTPOBOCHANUTENIbHAs aKTUBHOCTh, aHEMMS,
TPOMOOIIMTO3, JICUKOLUTO3 C HEUTPODHUICIOM.

02.04.18 1. oTMeuanoch MOSBICHHUE HOBBIX THUIIEPEMHPO-
BaHHBIX Y3JIOBaThIX JJIEMEHTOB Ha KOX€, BO300HOBJICHHE
(heOpUITbHON JTMXOPAJKH, OTCYTCTBHE ITOJIOKHUTEIBHOW -
HaMMKH I10 JIAOOPaTOPHBIM JIaHHBIM, K JICYCHUIO PUTYKCHMa-
OoM n00aBiIeHa MyJIbC-Teparusi METHIIIPEIHU30JI0OHOM B JI03€
20 MI/KT C OCJIEAYIOIMM HOBBIIIEHHEM JI03bI ITPEAHU30I0HA
per os no 1,4 mr/kr/cyt. Ha ¢one mpoBogumMoii Tepamnuu oT-
MeyaJioch yiIy4diieHre o0IIero CocTosHus peOeHKa, CHHKEHHE
YPOBHSI OCTPOBOCIIAJIMTEIBHBIX [TOKa3aTeneil KpoBH, KyIHpo-
BAaHUE KOXKHBIX U3MEHEHUMN.

Hecmotpsa Ha yxynmenue coctosHud, 3.04.18 u 10.04.18
MIPOJOJKEHA Teparus [penaparoM pUTYKCHMaO.

C 11.04.18 g yaydmeHUs MUKPOLMPKYISAILMM Ha3Haue-
Ha Tepamus aJnpoCTaIWIOM M BHOBb MOJKIIOYEHA TEpaIus
BBMI IIo cpaBHeHuto ¢ npeapirymum MPT-uccnenosanuem
OenpenHbix obnacreit ot 06.02.18 paHee BBISBIEHHBIE Y4acT-
KM M3MeHeHHOro MP-curHana B HHXKHUX TpPETAX OCAPEHHBIX
KOCTEH He BU3YaJIM3UPOBaHBI, OTMEYEHO YMEHbBIICHHE OTEKa
MBI Oeqpa ¢ ABYyX CTOPOH. B aHanmm3ax KpoBU HOpMaliu3a-
uust ypoass COD, tpombouuros, ypoBenb CPB coxpansiics
YMEPEHHO MOBBIIICHHBIM. BbInMcaH 1OMOH ¢ peKoMeHJalu-
SIMU TIPOJIOJDKUTH TEPAIHIO THAPOKCUXIJIOPOXHHOM, MHKO(de-
Hojiata MO(METHIIOM, HPEIHU30JIOHOM O€3 CHMIKEHHS I03bI
(1,4 mr/kr/cyT).

B MexrocnuTanbHbIH MEPUO JTUXOpaIKUd He ObLIo, oIHa-
Ko ¢ cepeannbl Mast 2018 roma Ha KoXKe HOT BHOBB TIOSIBUJTUCH
JIMBEZO, y3JIOBaThle YIUIOTHeHHs, noBbiieHne CPb (tabdum.).
B cBs3u ¢ uem B urone 2018 roga 8 DTAY «HMUL] 310poBbst
nerein» Munsnpasa Poccun peOeHKy MPOBEACH Kype Teparnuu
annpocraauinoM, BBUI, mnynbc-Tepanus METWIPEIHU30-
noHoM. Ha ¢done nmpoBogumoii Tepanuu coctosiHue pedeHKa
YAY4IIHIOCH.

B cenrsi6pe 2018 roga B CBSI3U ¢ yXyALICHUEM COCTOSHUS
(MMHUMAIIBHBIE ITPOSIBICHUS JIUBENI0, Y3J10BaThIe YIUIOTHEHHS
Ha CTOMax, Mo 3aJHEH MOBEPXHOCTH Oeiep) MalueHT OBTOP-
Ho rocnuTanu3upoBad B OI'AY «HMUIL] 3nopoBbs aereii»
Munsnpasa Poccun. Pebenky mpoBefeH Kypc Teparuu aji-
MIPOCTaUIOM 1 IMMYHOIJIOOYJIMHOM HOPMaJIbHBIM YeJIoBeue-
CKUM, YMEHBIIWIACh APKOCTH JIMBEAO U HAUaTO MOCTEIEHHOE
CHI)KeHHEe npenHu3oioHa. Ha ¢one mpoBoaumol Ttepanuu
W CHIDKCHUS J03bl IIFOKOKOPTUKOHMJIOB COCTOsSIHHE peOeHKa
HE YXyAILIaJloCh.

CoxpaHstoniascad MONOKUTENIbHAs IUHAMHUKA IO3BOJIMIIA
HE MTPOBOJUTD TIOBTOPHBIH Kypc pUTyKcumaoa.

B xomnie gexabps 2018 roma Ha KoXKe CTOIT | JIaZIOHEH BHOBb
MOSIBUJIOCH SIPKO€ JIMBeNO. BeIpakeHHble OonM B cromax
pu xons0e 1o yrpaM. B aHanu3ax KpoBu OTMEueH TPOMOO-

1uTo3, noseieHre CPB (Tabi.), Ha 3TOT MOMEHT J103a Mpe-
HH30J10Ha Oblj1a CHIKEeHA ¢ u3HadaibHou 50,5 1o 22,5 mr.

ITostomy B siuBape 2019 rona rocnuranuzuposan B « HMUILL
3710poBb4 Aerei» Munzapasa Poccuu. [Ipu ocmotpe ormevan-
sl TPEMOP PYK IPH HAIPSHKEHUH, KOXKHBIE TIOKPOBBI OJIeHBIE,
YMEPEHHOI BIQXXHOCTH, SIPKO BBIPAXKEHHOE JIMBENO, Ipea-
HEKpO3bl Ha CTOMAax U JAaJOHAX, JIMBEAO Ha fArogunax. bomb
B CTONAxX IpU Xoab0e. YUYHUTBIBas BhIPAKEHHbIE HAPYIICHHS
MUKPOLMPKY/ISIIUY, IPOBEAECHA TEepamus ailnpoCTaIuiioM,
MMMYHOIJIOOYIMHOM HOpPMaJIbHBIM YeJIOBEUeCKUM. B cBszn
C TMPOJOIKAIOIIUMCS TPOrPECCUPOBAHUEM BacCKy/IHUTa Ha3Ha-
YeH BTOPOH KypC T€HHO-MHXEHEPHOI'0 OMOJOTHYECKOro Tpe-
napata (I'UBII) putykcuma6: 18.01.19, 25.01.19, 01.02.19,
08.02.19. Habmonanack HOpMasin3anus J1abopaTopHbIX MOKa-
3aresiel ¥ KyIMpOBaHUE KOXKHOTO CHHAPOMA.

[Mponomxena tepanusi MuKO(eHONaTa MOQETHUIOM, TH-
JPOKCUXJIOpOXHHOM. Jl03a mpenHn3oioHa OblIa CHMXKEHA
no 17,5 mr.

B urone 2019 roma mporpeccupoBan KOXHBIM CHHAPOM,
MIPOSIBUBILUIICS y3710BaThIM YIJIOTHEHHEM C T'HIepeMueil Ha-
IIOJIOLIBEHHOM 4acTu npaBoi cronsl. [lanuenT rocnuranusu-
posan B ®I'AY «HMMUI] 3n0poBes aereit» Munsnpasa Poc-
CHH, T/ie ObUT IIOIKJIFOYEH KypC Tepanuyd UMMYHOIIOOYIHHOM
HOPMaJIBHBIM YelloBedecKuM. Heo0XxoanmMocTH B MOBTOPHOM
Kypce putykcumaba He Obuto. [Iponormkena tepanus Mukoge-
HoJaTa MO(QETUIIOM, THIPOKCUXIOPOXHHOM, MPEIHU30JIOHOM
U JajbHEeHNIIIee CHIKESHUE ero 1036l 710 10 Mr/cyT.

IIpu nnanoBoit rocnuranuzanuu B PTAY «HMUI 3n0po-
Bbs netei» Munsapasa Poccun B deppane 2020 roga Obuia
MPOIO/DKEHA Teparnus MHKO(peHonara MOGETHIOM, THIPOK-
CUXJIOPOXHMHOM M IIPETHU30JIOHOM B TOH K€ J103€.

B aBrycre 2020 roga Ha ¢oHE cTpecca MPOU30ILIO0 YXY/I-
IIEHHE COCTOSHHUSA, MAlMeHT TochuTanu3upoBaH B PIAY
«HMMUL] 300poBbs nereit» Munsapasa Poccun. BHOBb Ha-
Onronasiach OTpHLATENbHas JAMHAMHKA OCTPOBOCIAIUTENb-
HBIX IIOKa3aTejeil KpoBHU, Ha JIAJOHAX M CTOMNAaX I'MIIEepeMUs
C y3JI0BaThIMM YTJIOTHEHUSIMH, OOJEe3HEHHas, 3a CUeT 4ero
OTMEYEHO yXYALIEHHE MOXOAKU. B CBA3M C 3TUM pebeHKy
MpOBeJieHa MyJIbC-T€panus METHJINPEIHU30JI0HOM M IOJ-
KIIOYEeH IMpenapar ajmpocTagil, CKOPPEeKTUpOBaHa [103a
MukogpeHonata Moderuna. [IpuHATO pemieHHe NOBTOPHUTH
Kypc (TpeTuii) Tepamuu TeHHO-WH)XEHEPHBIM OHOIOruye-
ckuM mpenaparoM putykcumad (01.09.2020, 08.09.2020,
15.09.2020, 22.09.2020).

[Tpu mnanoBoii rocniuranu3zanuu B okTaope 2021 . 8 PIAY
«HMUL] 3n0poBbst neteit» Munsnpasa Poccun oboctpenue
3a00JIeBaHUs HE OTMEYaJIOCh.

15.06.22 — y pebeHka nocie pu3nueCcKoil Harpy3KH MOsBU-
JIMCh MPEIHEKPO3bl Ha MPAaBOW CTOIE, YMEPEHHBIE B 00IaCTH
najgoHei. [lanmeHT OBUT TOCIUTAIM3UPOBAH B PEBMATOJIOTHU-
yeckoe otaenenue JIKKb r. Kpacnonapa.

Anamnes scusnu. Pedenok or 1-it 6epemenHoctH, 1-X cpod-
HBIX pos1oB. Poc u pasBuBacs mo Boszpacty. 113 nepeHeceHHbIX
3a0oeBaHuil Mocie Toa: BETpsHas OCIa, MPUBHT 110 BO3pa-
cty. CocTOUT Ha AUCHIAaHCEPHOM y4eTe y peBMAaTosora ¢ Juar-
HO30M «Y3€JIKOBBII IosMapTepuut». Ilepenecensble TpaBMbl
U orepauu — He ObUIO.
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Annepeonoeuyecxkuii anamue3 (CO CIOB MaMbl): HE OTSTO-
LICH.

Hacneocmeennwiii anammnes: He OTsromeH (Co ClOB poJu-
Tenew).

du3nkajabHasl JMATHOCTUKA

O6mmee cocTostHue peOeHKa CpeiHeH TSHKECTH 3a CUET KOXK-
Horo cuHapoma. CaMOYyBCTBHE BBIPRKCHHO HE CTpa/acT.
[IpaBuieHOTO Tenmocnoxxennsi. KocTHo-cycraBHass —cucre-
Ma 0e3 BuanMoi nedopmarmu. KoxHble MOKPOBEI OOBIYHOM
OKpAacKH, BIaXKHbIE, B 00JIaCTH IPaBOii OMOUIBEHHOH IOBEPX-
HOCTH 3JIEMEHTHI KPACHBIX IUIOTHBIX Y3JI0B (pHcC. 2), peaHe-
KpO3BI Ha JIaJOHHOW OBEPXHOCTH KHUCTEH (puc. 3).

[ToaxoXHO-KUPOBOH CIIOH pa3BUT M3OBITOYHO, paclperie-
JIeH paBHOMepHO. Typrop TkaHel coxpaseH. lepmorpadusm
KpacHbIH, croiikmid. [pyaHas KieTka MIIMHAPHYECKOH (op-
MBI, CHMMETPHYHO YYacCTByeT B akTe JbIXaHHs. J[pIxaHue
Yyepe3 HOC CBOOOJHOE. AyCKYJIBTaTUBHO HAJl JISTKUMH — JIbl-
XaHHE BE3WKYISIPHOE, XPHUIIOB HET, YacTOTa JbIXaTeIbHBIX
mewkennid (YJ11) 20/muH. [paHuIBl cepaia He pacIIUpEHBI.
ToHbI sicHBIC, puTMUYHBIC. ApTepuanbHoe naBineHue (AJ])
110/70 MM pT. cT. SI3BIK BIAKHBIN, YUCTHIA. JKUBOT MSATKUH,
6e300mne3HeHHbIN. [leueHs y kpast peOepHOi Iyru, cele3eHKa
He nansnupyercs. CTyn perysispHbiid, opopmiieHHBIH. CuM-
TITOM TTOKOJIaYMBaHMs OTPHULIATENILHBIH ¢ 00enx cTopoH. [lepu-
(epruecKux oTeKoB HeT. [lnype3 B HOpMe.

Hesponoeauueckuti cmamyc: B KOHTaKT BCTYIIa€T OXOTHO,
0YaroBOil CHMITOMAaTHKH HET, OpPraHbl YyBCTB 0€3 BUAMMOHN
MIaTOJIOTHH.

IIpeaBapuTe/bHBIN IHATHO3

Ha ocHoBanmum ’xano0: BeIpak€HHBIE M3MEHEHHUS Ha KOXKe
CTOII, JTaZIOHEH, MUAITHH, MBIIIIEYHast c1abocTh, 00IeBOi a0-
JIOMUHAJBHBIA CUHIpOM, ToBblieHHOE AJ[. OOBEKTUBHBIX
JaHHBIX: Ccriel(UUECKOe OPAKEHHE KOXKH (HATMYUE Yy4acT-
KOB IIPETHEKPO30B Ha KOXKE ITOIONIBEHHOI MTOBEPXHOCTH Ipa-
BOW CTOINBI, JTAJOHEH, ceTyaroe JIMBEI0, HAJTMUHUE Y3JI0BAThIX
YIUIOTHEHUH Ha CTOMNaXx, JIAZOHSAX, HAJHIHEe HEKPOTH3UPYIO-
IIeTO BACKYJIUTa MEJIKUX U M CPEJHHUX apTepHil, IOBBIIICHNE
AJl, yBenn4YeHHE OCTPOBOCIIATIUTEIBHBIX TTOKa3aTeIe KPOBH,
crierduyeckue U3MEHEHHs 10 MOP(OIOTHIECKOi KapTHHE
OuomnTara KOXKH), CTABUTCS TPEIBAPUTENbHBINA AUArHO3: y3e-
KOBBII FOBEHUJIBHBIM MTOJHMAPTEPHUT, XPOHHUECKOE TEUCHHE,
AKTHBHOCTH 3-# CTETeHH.

BpeMenHas mkaJja
XpOHOJ’IOFI/IH pa3BUTHUA 6OH63HI/I, KJIFOUEBbIE COOBITHS U npo-
THO3 I NMalrueHTa MPEACTABJICHBI HA PUCYHKE 4.

JAunarsocruyeckue mpouenypbl
Jlabopamopuuie uccnedosanusn (8vinouneHsl NO NPUOLIMUU
nayuenma 8 peemamonozuyeckoe omoenenue «I' BY3 JIKKb»
17.06.2022 2.; pegpepenmuvle 3HayeHUs yKa3auvl 8 CKOOKAX)
Obwuii ananus kposu: 3pUTPOIATET — 5,34x10'%/m (3,7—
4,7x10"/i1), remornooun — 128 r/i (110-152 /), neiixoru-
eI — 16,2x10° 11 ((4—10)x10°/71), 303uH0DIIB — 0,2% (0,5—
7%), mam¢pounter — 39,8% (20-40%), moHOIIUTEI — 5,2%
(1-6%), COD — 5 mm/g (1-8 mm/4).
Obwui ananuz Mouu: TIOKa3aTeNld B Ipeaenax pedepeHc-
HBIX 3HaYEHUH.

Puc. 2. TlopaxxeHue KOKH CTOII IO THUITY CETYATOTO JINBEAO
1 TIOBEPXHOCTHBIX HEKPO30B (MH(APKTOB) y maruenTa P.
ITpumeuanue: homoepagus evinonnena agmopami.

Fig. 2. Patient R.: foot skin lesions in the form of livedo re-
ticularis and superficial necrosis (infarctions).

Note: photo taken by the authors.

Puc. 3. TlopakeHue AUCTAIBHBIX OTIEIOB KOHEYHOCTEH
y nanuenTa P.

IIpumeuanue: pomozpaghus evinoiHena asmMopamu.

Fig. 3. Patient R.: distal limb lesions.

Note: photo taken by the authors.

Bbuoxumuueckusi  ananuz  xpoBu:  OmnupyouH @ —
4,1 mxmonb/n (<17,0 MxMonb/1) MoueBUHa — 3,2 MMOJB/N
(4,3-10,0 mmomnb/n), kpeatuHuH — 55 Mrmonb/1 (61,8—
195,5 w™kmonw/n), xomecrepun — 4,9 wmmoms/n  (2,0—
5,9 MmMob/i1), acnapraramuHoTpancdepasa (ACT) — 35 en/n
(12,0-40,0 en/n), amanunamuHoTpancgepaza (AJIT) —
122 en/n (<90 en/n).

Hucmpymenmanvnule uccned06anus (6binoaHeHsl

6 meueHue 3-x nepavlx CYmoK npebvleanus om MoMenma
20CHUMANU3AYUYU U NPUBEOEHDL 8 NOPAOKE UX BbINOJIHEHUS.
6 cmayuonape)

Komnviomepuas momoepaghus (KT): na cepun KT-cpe3on
MOJY4YEeHO M300pakeHHe OPraHOB IPYIAHOI, OPIOLIHOI MmoIIo-
CTH, 3a0pIOIIMHHOTO MPOCTPAHCTBA, MAJIOro Ta3a OT YPOBHs
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OI'AY «HMU
I'BY3 JITKB VY« 11 OrAY «HMI/IVLI
ITepBbie MI'MK 3/10pOBbsI I€TEN » 3710POBbsI 1€TEN »
r. Kpacnonapa» I'bY3 AKKB
IIPOSIBIICHUS um. CedeHoBa Mumn3apasa Mumnsnpasa
M3 KK
Poccuu Poccun
I I I I I I
> Hos6ps 2017 r>> Hos6pn 2017>> SnBapp 2018 r.>> SAnBapp 2018 >> 2018-2022 rr.>> Hrons 2022 r>> TTPOI'HO3 >
I I I I I I I
VYuuteiBas
D.S: COXpaHeHHe D.S:

V3enKoBbIiH KIMHHKH, IOBeHnnBHEII Focnuranusanus Vxynuienne

o IIpu orcyrcTBUN
Hauano MoxHO MIOJTNAPTEPHUT. MaHeHT Y3€JIKOBBII B ITAHOBOM COCTOSTHHUSL
JIe4EeHHUs IPOTHO3
CBSI3aTh C Ha6monaercs HampasJeH B MOJNHAPTEPUHUT MOpsZIKE 1O T'ocrmranusupoBan N
Kpaiine

HepPEHECEHHBIM OTpHIIaTeNIbHAs DIr'AY «<HMUIL OJ0CTPOE TOBOAY U1 .
o HeOIaronpusATHBIN

TOH3WJIIUTA KIIMHHKO- 3]I0pPOBBSI TeYeHHUe, OCHOBHOTO naibHeero

nabopartopHas JeTen» aKTHBHOCTD 3a0oJeBaHus JIeYCHHS
JMHAMHIKA Mumnsapasa 3-ii crenenn
Poccuu

Puc. 4. Tlariuent P. XpoHonorus pa3sutus 60J1€3HH, KJIIOYEBbIE COOBITHS 1 IIPOTHO3.

Ilpumeuanue: b610K-cxema 8pemeHHOU wKaabl 8binoanena agmopamu (coenacro pexomenoayuam CARE). Coxpawenusn: I'BY3 «AI'Kb
2. Kpacnooapa» M3 KK — 2ocyoapcmeennoe 06100acemnoe yupesicoenue 30pasooxpanenus «/femckas 2opoockas KiuHuveckas 00oiv-
nuya eopooa Kpacnooapa» Munucmepcmaa 30pagooxpanenus Kpacnooapckoeo kpaa; I'BY3 IKKB — cocyoapcmeennoe 6100cemmnoe
yupedicoeHue 30pagooxpanenus «emckas kpaegas kaunuveckas bonvnuyay Munucmepcmesa 30pagooxpanenuss Kpacnooapckozo kpas;
MI'MK um. Ceuenosa — nayuonanvhulii uccreoogamensckuii yeump Ilepsoii Mockogckoil cocyoapcmeennot MeOuyuHcKol KAuHUKu
umenu M. M. Ceuenosa; @I'AY « HMHUIL] 300posvs oemeiiy Munzopasa Poccuu — ¢edepanvroe cocyoapcmeennoe agmonomnoe yupe-
arcoenue «HayuonanoHovlil MeOUYUHCKUL UCCAEO08AMENbCKUL YeHmp 300p06bs demeily Munucmepcemea 30pagooxpanenus Poccuiickoil
®@edepayuu; D.S — ouaenos.

Fig. 4. Patient R.: course of disease, key events and prognosis.

Note: schematic diagram was compiled by the authors (as recommended by CARE). Abbreviations: I'BY3 «/[I'Kb e. Kpacnoodapa»
M3 KK — Children’s City Clinical Hospital of the City of Krasnodar; I'bY3 JIKKBE — Children’s Regional Clinical Hospital; MI' MK
um. Ceuenosa — National Research Center of the Sechenov First Moscow State Medical Clinic; ®I'AY «HMHUL] 300posvs demeiin

Mun3zopasa Poccuu — National Medical Research Center for Children’s Health; DS — diagnosis.

BEpXyIIeK JIETKUX 10 YPOBHS BBIXOAA M3 MAJOro Ta3a B Ha-
THBHOM BHjAe. [IpH3HAKOB OCTEONMTHYECKOTO, ILTACTHYC-
CKOTO TIPOIIECCOB Ha HCCIIEIYEMOM YPOBHE HE BEISBICHO.
Jlerkue B momHOM O0OBEMe, OYaroBBIX M WH(WIBTPATUBHBIX
oOpa3oBaHmii He comepkaT. IIpOXOAMMOCTH CTBOJOBBIX
OponxoB He HapymieHa. CBOOOIHOM KUIKOCTH B 3aJHUX CH-
HyCaX He BBISABICHO. YBEIMUECHHBIX JTUM(OY3IIOB B CpeHOCTe-
HUU HE BBIABICHO. [ledeHp MMeeT YeTKHe POBHBIC KOHTYPHI,
HE yBEIIMYCHA, MMapeHXUMa ICUCHH OXHOPOIHA, IUIOTHOCT-
HBIE XapaKTEPUCTUKU MapEHXUMBI B IpeAenax HopMbl. [lpu-
3HAaKOB IMOPTAJIEHOW W OWJIMAapHON THIIEPTEH3HH HE BBISB-
neHo. JKemuHblil My3sIpb TPYLIEBUAHBIN, MaTOIOTHYECKUX
obpasoBanuii He conepxuT. Cerne3eHka, npasas IMOYKa, MO/~
KeNyJo4yHas ‘KeJe3a BHU3YalIU3UPYHTCS HEU3MEHEHHBIMU,
B pa3Mepax He yBEJIUYEHBI, JJIOXaHKa JIEBOU MOYKU — 12 MM.

Jlynnekcnoe ckanuposanue cocy008 6epXHUX KOHEYHOCMEN.
axorpaduueckue mnpu3Haku ¢GredoTpoMb03a JaTeparTbHON
MIOZIKOYKHOW BEHBI IPaBOil BEpXHEH KOHEYHOCTH (B aHAMHe-
3¢ — CTOsSIHHE BEHO3HOTo Karerepa). J[aHHBIX 3a HapylIeHHe
KPOBOTOKA 0 MaruCTPaJbHBIM apTepHsM, TyOOKHM BeHaM
00erX BEPXHUX KOHCYHOCTEH W IMOIKOKHBIM BEHAM JICBOM
BEpXHEH KOHEYHOCTH HE BBISBICHO.

Lynnexcnoe ckanuposanue cocy008 HUNCHUX KOHeYHOCmell:
sxorpaMueCcKUX JaHHBIX 33 HapYIIEHHE KPOBOTOKA [0 Maru-
CTpPaJIbHBIM apTEpUsM, IIIYOOKHM M MOJKOXKHBIM BEHAM HHXK-
HUX KOHEYHOCTEH HE BBIABIICHO.

Koncynomayuu cneyuanucmoe

O¢manvmonoz: IpA3HAKOB YBEHUTA, KATAPAKTHI HET.

ITlcuxonoz: HeCTaOUIBLHOC OMOIIMOHAJIBHOC COCTOsSHHEC
BCJICACTBHC XpOHquCKOﬁ CTpeCCOBOﬁ CUTyallUl U TAKEIIOTO
COMaTHYECKOTO 3a00JICBaHUSs Y 9yBCTBHUTEJIBHOI'O IIOAPOCTKA.

Kianaudyecknii 1maraos
FOBEeHUNBHBIN Y3€IKOBBIN MOJIHAPTEPUUT, XPOHUUECKOE Te-
YeHHe, aKTUBHOCTD 3-H CTEICHH.

JAudpdepeHnnanbHasg THATHOCTUKA

B xpyr muddepeHnnanbHOrO0 AUAar€Ho3a BKIIOUYEHBI MHU-
KPOCKONMUYECKUN TMOJUAHTUUT, B KIUHUYECKON KapTHUHE
KOTOPOTO JTOMHHHUPYIOT HEKPOTH3UPYIOUIUI HEPPUT U JIe-
TOYHBble KaNWUISIPUTHI; IpaHylemaTo3 Berenepa — xa-
pakTepHBl U3MEHEHMSI CIM3UCTOW OOOJIOYKH IOJOCTH PTa
W HOCa; aJUIEpPrUYeCKUil rpaHyleMaTO3HbIH aHTHUT (CHH-
npom Yapra — Crpocca) — XapakTepHa 303UHOPUIUA
u uHWIbTpanusi TkaHed. Taxke B KpOBH HE BBISBICHBI
ayroantutena: CANCA (anti-PR3) u pANCA (anti-MPO),
XapakTepHbIe sl 3TUX 3aboneanuii. bone3snr KaBacakn
(He oTMeuanach OBYCTOPOHHSS MHBEKIHS COCYIOB CKIEp
N KOHBIOHKTHBBI, HC 6])IJ'II/I BBISIBJICHBI UBMCHCHUS CIIU3HU-
CTBIX 000JI0UEK T'y0 ¥ TOJIOCTH pTa, HE HAOIIOAAINCH MTPO-
SIBIICHUSI TOJIMMOP(HON DK3aHTEMbI, OCTPOH HETHOWHOM
meiHoH nuMpaneHONaTuy, MIACTHHYATOTO MNISTyIIEeHUs
naJblleB KoHeuyHOCTel). CucTeMHbIe 3a00JIEBAHHS COETHU-
HUTEJIBHON TKaHM (CHCTEMHAs KpacHasi BOJTYaHKa — HE OT-
MeUeHa IMaHIHUTONEHHS, OTCyTcTBHEe LE-KieTok, He 00-
HapykeHbl aHTuUTena Kk HatuBHoM J[HK, BomyaHOUHBIN
AHTUKOATYJISIHT — OTCYTCTBYET).
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MenuuuHcKHe BMeNIaTeIbLCTBA

[TpoBeneHO nedyeHue: Tepanus reHHO-MH)XEHEPHBIM OHOJIO-
TMYECKHM TpenaparoM (pUTykcuMal), IMMyHOIEIpeCCHBHAS
Tepanus (MuKogeHoIaTa MOQETHII, TUIAKBEHUIT), TOPMOHATb-
Has (IPeAHNU30JI0H), aHTHAT pPeTAI[OHHAsL, TIPETIapaThl IPOCTa-
manauHa E' (ammpocramun).

B peemaronoruueckom otaenenun I'bY3 «JAKKby mamm-
€HTy OBbIJIO Ha3HA4Y€HO JieYeHUE (B COOTBETCTBHHU C KIMHHYE-
CKHUMH PEKOMEHIAIMSIMH ), BKITIOYAIOIIEEe MOCTEIBHBIN PEKIM,
TJTFOKOKOPTHUKOMIBI: TIPEHN30JI0H ITepopaibHo 1,0 MI/Kr mMac-
cwl Tena B cyTku, BBUI' 1,0 Mr/kr Macchl Tena B CyTKH, Mpera-
partbl mpocrartanauaa E': anmpocragus 0,2 M B/B KaneiabHO
1 pa3 B CyTKH, IMMYHO/ICIIPECCHBHBIE TIpenapaTbl: MUKO(EHO-
nara Mmoernn 750 mr 2 pasa B geHb, miakseHus1 200 Mr B CyT.

JAuHamuka ¥ UCXoabl

Pebenok Gonen ¢ centsops 2017 roga. Teuenue 3abonesa-
HUSI peLMUBHpYIOIee, MaJIBINKy OblIo poBeaeHo 11 rocmu-
Tanu3anuid. [lalMeHT MOayYaeT TEepanuio MPeTHU30JI0HOM.
Muko(eHomata MO(eTHIOM, THIPOKCHXJIOPOXHHOM, IIPO-
BEJIEHO TpHU Kypca puTykcuMmada (ampens 2018 roma, sHBaph
2019 roma, centsiopp 2020 roma). HeomHokpaTHO MpOBOIU-
JIUCh KypChl MIMMYHODIIOOYJIMHA HOPMAJIBHOTO YEJIOBEYECKO-
ro W Tepanuu anmnpocraawioM. Ha ¢one nedeHus: ormeueHa
MOJIOXKUTENbHASI IMHAMUKA, KyHPOBAJIach JTMXOPaJIKa, YiIyd-
LIIMJIOCh O0Iee CaMOYyBCTBHE, HOPMAJIN30BAINUCh OCTPO-
BOCIIJIMTEJIbHBIE MapKepbl KpoBU. Ha Koxe COXpaHsuIoch
MHUHHUMAJIbHOE TPOSIBICHHUE JIMBEAO, Y3JIOBaThle YIJIOTHEHHS
Ha cronax — 0e3 NpOrpecCHpOBaHuUs B JUHAMHKE. Y UNTHIBAS
CTaOWIM3AIUI0 COCTOSIHUSI pebeHKka Ha (DOHE MPOBOJUMOTO
JICYCHUSI, IPOBEICHO MOCTEIICHHOE CHUKEHHE JI03bI MPEHHU-
30510Ha per os 10 10 mr. Ha ¢oHe Tepamnuu oTMeueHa Moa0KH-
TCJIbHAasA JUHAMHWKa, YJIy4YIICHUEC O6H.leFO COCTOsIHUSA ITallMCH-
Ta, HOpMaJIM3anys J1abopaTopHBIX MOKa3aTesei.

IIporuo3

IIporro3 mpu VYII BO MHOIOM OIpeNenseTcsl CBOEBpPE-
MEHHOCTBIO TIOCTaHOBKH JMarHo3a W IIPOBEICHUS aJeKBaT-
HOoW Teparmu. [Ipm ecTecTBEHHOM TedeHHMHM 3a00JeBaHUA
OH paccMaTpHBaeTCsl KaK HEONarompusTHBIH M XapaKTepH-
3yETCsl BBICOKOH JIETAIbHOCTBIO. B CBOIO ouepenp, pelieHue
Ha4yaTb TEpalrU0 T'CHHO-WHXXCHCPHBIMHU XUMCPHBIMHU MOHO-
KIIOHaJIbHBIME aHTHTEaMU K CD20 Ha B- numdornmrax 6110
orpaBaaHHbIM. OJHUM M3 caMbIX 3HAaYUTENBHBIX d(dexToB
pHUTYKCHMaba cTajia BOSMOXKHOCT CHHKEHHS 103l TIIFOKOKOP-
TUKOHJIOB ISl IEPOPAIBHOTO IpreMa. MUHNMAaIbHbIE HEXe-
JaTeNbHbIC SBJICHUS Ha BBEJEHHWE Npernapara HaONIoNanch
TUmb 1pu nepoit uadysuun. Iocnenyromue nHpY3UH 1mpo-
Be/ICHBI 0€3 OCIIOKHEHHWH, YTO CBU/ETEIHCTBYET O BBICOKOM
3¢ PEeKTUBHOCTH, TOCTATOYHON 0E30ITaCHOCTH XUMEPHBIX aH-
Tr-CD20 MOHOKIIOHATIFHBIX aHTUTEJ — PUTYKCHMaba IpH Jie-
YEHUH Y3CIIKOBOTO nojuaprepuuta. IIpenapar uHIynuposan
Pa3BUTHE PEMHUCCUH Y TAXKEJIOTO OOIBHOTO Y3€IKOBBIM ITOJIH-
apTEepUUTOM, PE3UCTEHTHOIO K Tepanuu NIIOKOKOPTUKOUIAMH
1 IUTOCTATHKAMH.

Taknum 00pa3zoM, pUTYKCMMa0 MOKET OBITh ITPENapaToM BbI-
6opa y mereil ¢ y3eTKOBBIM MTOJTHAPTEPUUTOM B CIIydae Hed-
(heKTHBHOCTH CTaHJAPTHOW Teparnuy UMMYHO/ICIIPECCAHTAMHU
1 TIIFOKOKOPTHKOUIAMH.

KJIUHUYECKUN ITIPUMEP Ne 2

HNudopmanus o nauueHTe

[Tanment A., 9 ner, B anpene 2022 roga NOCTyIII B peBMa-
tonoruyeckoe otaenenne 'BY3 JIKKB ¢ sxamobamu Ha cia-
60cTh, MUaNTHIO, 0OJIM B HWKHUX KOHEYHOCTSIX, ITOSIBICHHE
oyara HeKpo3a B JIEBOH MOSICHUYHOH 00IacTH.

Anamnes 3abonesanus. B Mapre co CIIOB MaMbl y MaJIbdH-
Ka Ha (oHE MOJHOTO 370pPOBbS MOCJIE TPEHHPOBKU MOSBH-
JIMCh CHUHIONIHBIE OOJIC3HEHHBIC BBICBHIIIAHUS B 00IacTH rose-
HEW, KOTOpbIE CaMOCTOATEIBHO KYIMHPOBAINCH O€3 JEUEHHUS.
C 11.04.22 B ouepenHoii pa3 craju oTMedarbcs 00iu B 00ia-
¢ty rojieHeit, ¢ 19.04.22 nosBUINCH OTEKH, IJIOTHBIE U 00Ie3-
HEHHBIE, B 00JIACTH TOJIEHEN, CHHIOIIIHOCTE 1, 2, 3 majbIes je-
BOM cTombl. OOpaTUIINCh CaMOCTOATENBHO B IPHEMHBIN TTOKOI
I'bY3 IKKB. C nenbio UCKITIOUEHHS OCTPON COCYIMCTON MaTo-
JIOTMH HAaIPABIICH K COCYMCTOMY XHUPYPTY B TOCYJapCTBEHHOE
OromkeTHOE ydpexIeHne 3apaBooxpaneHus «Hayuno-nccie-
JIOBaTEeNLCKUII HHCTUTYT — KpaeBasi KIMHUYECKas OOJbHHIA
Ne 1 umenu npodeccopa C. B. Ogamockoro» MuHUCTEpCTBA
3apaBooxpanenus Kpacaomapckoro kpas (I'BY3 «HUN —
KKB Ne 1»). IIpoBeneHa ymerpa3BykoBas IOMIUIEPOrpadus
apTepUAIbHBIX COCYJOB TOJEHEH, HUKHUX KOHEYHOCTEH —
MPU3HAKK MTPOXOIMMOCTH MarkCTpajbHBIX apTepuil HIKHUX
KOHEYHOCTEH; TPUIJIEKCHOE CKaHMPOBAaHHE BEH HIDKHHX KO-
HEYHOCTEN — OKKITIO3MOHHBINA TPOMO03 OOIBITION TTOAKOXKHOM
BEHBI JIEBOH TojieHu. [lodaydns pekoMeHJanuu 1o JICUeHHUIO:
OHokconapuH HaTpus 15 Mr 2 p/cyT 1/K, KOHTPOJIb TPHUILIEKC-
HOTO CKaHWPOBAaHMS BEH 00enx KoHeuHocTed. Bedepom oTex
YCUIIWIICA, TOABHUINCH HUAHTOTUYHBIC O6H_II/IpHI)Ie BBICBI-
naHusi B 00nacT rosieHel, OOJIE3HEHHBIE, C HApPACTaHUEM.
19.04.2022 moBTOpHO 0OpaTWIIHCH B TIpHUEMHEIH Tokoi ['BY3
JKKB. 20.04.22 rocrintain3upoBaH B |- XUpyprudeckoe oT-
nenenne (XO-1) 'BY3 JIKKB, tae ¢ 20.04.22 no 21.04.22 na-
XOIWJICS C TIPEBAPUTEIILHBIM JAWarHo3oM «OKKITIO3UBHBIHA
TpoM003 OONBIION OAKOKHON BEHBI 00EHX TOJICHEH Heolpe-
JIEJICHHOTO Ccpoka naBHOCTU?» [locne obcnenoBaHus quarHo3
uckimoueH. [IpoBeeHa Tepanus: aMIMIMIUIAHA CYJIBOAKTaM,
renapun 0,2 mit 4 p/cyt (150 en/kr/cyt). 20.04.22 ocmoTpeH
PEBMATOIOTOM, YCTAHOBJIECH JHArHO3 «Y3EJIKOBBIH ITOIHApTeE-
punt». 21.04.22 nepeBeseH B peBMaTOJIOTHUECKOE OTACTICHHUE
JKKB mis qanpHeHIero aeueHust 1 00CIea0BaHus.

Anamnes ocuznu. Manpauk oT 1-# HOpMaJIbHO MPOTEKAB-
et 6epeMeHHOCTH, 1-X cpodHBIX pomoB. Macca Tena mpu po-
xnaeHnn 3250 1, poct 51 cMm. 3akpuyan cpasy, K Ipyau Hpu-
JIOKEH Ha 1-e CYTKH, Ha TPYJHOM BCKapMJIMBaHUH /10 | rona.
Poc u pa3BuBaincs cooTBeTCTBEHHO Bo3pacTy. M3 mepeHeceH-
HBbIX 3a00JIeBaHU BeTpsiHas ocna. Ha mucmaHcepHOM yuete
HE COCTOMT. TpaBMBI, onepanuu, reMoTpaHcy3un oTpHuLacT.
[MpodmnakTiyeckre NPUBMBKH IMPOBEIACHBI B COOTBETCTBHU
¢ HanmonanpHbIM KalleHAapeM PUBHBOK.

Annepeuueckuti anammes: He OTATOLICH (CO CIIOB MaTepH).

Hacnedcmeennwiii anammes: He OTATOICH (CO CIIOB MaTEPH).

dusukajabHas JHATHOCTHKA

CocrosiHue 1o 3a0oJeBaHMIO CpefaHed Tsokectu. Camo-
YyBCTBUE peOEHKa CTPAJaeT, HA HOTU HE OMUPAETCS BBH-
Iy OOJIE3HEHHOCTH, HE MOXET MOBEPHYTHCS B IOCTEIH.
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BrIHyXI€HHOE TOJIOKEHHE Ha CIUHE, HOTH COTHYTHI B KO-
JIEHHBIX cycTaBax. [IpaBuipHOTO TemocioxkeHus. KoxkHbie
MTOKPOBEI OOBIYHOM OKpackw, OIeTHO-PO30BEIC, CeTdaToe
JIMBEI0, OYard paclpoCTPaHEHHOTO HAaHO3a B 00JACTH To-
JICHEeH, ThUIa JIEBOM CTOIBI, B OOJACTH NPABOH ITOJOBHHBI
MOSICHUYHOW 00JacTH PacHpOCTPaHEHHBIH oOyar IHaHo3a
15%10 cm ¢ ouarom Hekpo3sa B meHTpe 10 3,0 cm. [ToakoxkHo-
JKUPOBOM CJION pa3BUT YMEPEHHO, PACIPEIEIEH PABHOMEPHO.
Typrop Tkaneli coxpaHeH. JepMmorpadu3M KpacHBIH, CTOU-
kuid. Ilepudepuueckne nmumdoysnsl He yBenuueHsl. [lab-
nUpyrTes B 3-X rpynmnax (MOAMBINIEYHbIE, TOAYENIOCTHEIE,
[aXOBbIC), MOABIKHBIC, 0€300JI¢3HEHHBIC, HE CIAsHBI C MO-
JNSKAIMMUMU TKaHAMH M TOAKOXHO-KHPOBOH KJIETYATKOMH,
ennHUYHBIE, 1raMeTpoM 1o 0,5 cm. Koctu He nedopmupo-
BaHbl. OcaHka He n3MeHeHa. CycTaBbl — KPYIHbIE U MEJIKHE
He nedopmupoBanbl. OObEM CyCTaBOB HE yBEIHUYEH. DKCCY-
JaTUBHBIE MIPOSIBICHUS CO CTOPOHBI MEJIKUX CYCTaBOB KHCTEH
U CTOI OTCYTCTBYIOT. [IBIKCHHS B KOJICHHBIX CyCTaBax Or-
paHWYEeHBI — pa3THOaHUE, HAXOASTCA B BBIHYKACHHOM IIO-
nmoxeHnH, crudanue 1o 90°, pe3ko Oone3HeHHHI. [IpIxanue
yepe3 HOC He 3aTPYAHEHO, MUHJAIUHbBI HE YBEIHUYEHBI, 3€B
po30BbIii. BusyanbHo rpy/aHast KjieTka 00bIYHO# (OpMBI, yda-
CTBYET B aKkTe abIxaHus paBHoMepHo, YJI/] 18 B muH. Ilep-
KYTOPHO — HaJl BCEH OBEPXHOCTHIO SCHBIN JIETOUHBIN 3BYK.
AyCKyJIBTaTUBHO — BE3HMKYJSIPHOE JbIXaHHE, IPOBOIUT-
csl Ha/l Bcell MOBEPXHOCTHIO JIETKUX, XpUNoB HeT. O0iacTh
cep/ua BU3yaJlbHO He n3MeHeHa. CHCTOIMYeCKoe ApOXKaHHe
MajJbpIaTopHoO He onpexaenseTcs. COCTOsHUE COCYIOB IIeH —
MIATOJIOTHYECKON ITyIbCAllUM HET. AyCKYJIbTaTHBHO: TOHBI
3By4YHBIE, PUTM HE W3MEHEH, CHCTOJIMYECKHH IIyM Ha Bep-
xymke. ITynsc Ha pykax — CHMMETPHYHBIH, TaTbIUPYETCS,
YCC 96 B mun. AJl Ha pykax 89/64 MM pT. cT. SI3BIK BIax-
HBIH, OOJIOXKEH y KOpHsA. JKMBOT NpW manbnanuu MSrKHi,
6e300e3HeHHbIN. [ledeHp M cele3eHKa He MalbIUPYIOTCS.
CTyn peryisipHBIA, CaMOCTOATEIbHBIH, opopmiieH. OpraHbl
MOYETIONIOBOI CHCTEMBI 0(OPMIIEHBI COOTBETCTBEHHO BO3pa-
CTy, o MyxckoMmy tuny. I[louku He manmpnupytorcs. Cumn-
TOM TOKOJIa4MBaHMs OTPULATENBHBIH ¢ 00eUX CTOPOH. Mo-
Yyeuciyckanue cBobonnoe, 4—5 pa3z B cyTku. Juzypuu HeT.
XKaxnpl, nonmnypun Het. LI{nToBHAHAS XKene3a He yBeIueHa,
MSTKO 2JIacTH4YHas, moABkHas. Co3HaHHE SICHOE, B KOHTAKT
BCTyNaeT aJeKBaTHO BO3pacTy, peaklds Ha OKpyXKarollee
anexBaTHasd. CoH CIIOKONHBIA. B HeBposoruyeckoM craryce
09aroBOW CHMIITOMAaTHKH HE BBIABIsIeTcs. [laTomoruu opra-
HOB YyBCTB IIPH OCMOTPE HE BBISBIIACTCS.

IlpenBapuTebHbII THATHO3

Ha ocHoBannm xano06: 0oi¥ B KOJCHHBIX M TOJIEHOCTOII-
HBIX (0OJBIIE TIPAaBOM) CyCTaBaX, MBIIICYHBIC OO — HE MO-
JKET TOBEPHYTHCSI B TIOCTENH, BBIHYXJCHHOE TMOJIOKEHUE
Ha CIIMHE, HOTH COTHYTHI B KOJIEHHBIX cycTaBa. Ha ocHOBaHUUM
OOBEKTUBHBIX JAHHBIX: OYard PacIpOCTPAHEHHOTO IMaHO3a
B 00JIaCTH TOJIEHEH, ceTyaToe JMBE0; B OOIACTH MPaBoii MO-
JIOBHHBI TIOSICHUYHOHM OOJIACTH pacTpOCTpaHEHHBIN ovar Iua-
Ho3a 15x10 cM, OTeK ThLIa JIEBOM CTOIBI, HATMYHE HEKPOTU3HU-
pytomiero Backynuta. CTaBUTCS MpPEABAPUTENBHBIN JHArHO3:
CucreMHublii BackyauT. KOBEHUJIBHBINA Y3€NKOBBIA MOJIHApTE-
PHHT, IOZOCTPOE TE€UEHHE, aKTUBHOCTH 3-1 CTETICHH.

Bpemennas mkaJsa
XpOHOJ’IOI‘I/IH pa3BUTHA 6OH63HI/I, KJIFOUEBBIE COOLITHS U opo-
THO3 nIaucHTa A. MMpCACTAaBJICHBI HA PUCYHKE 5.

JAunarHocTuyeckue nmpoueaypbl

JlabopamopHnuie uccnedosanus (6binoIHeHbl NPU
nocmynnenuu ¢ I'bY3 JIKKF; peghepenmnvie 3nauenus
VKa3aHbvl 8 CKOOKAX)

Obwuii ananus xposu: sputpormTel 3,83x10'%1 ((3,5—
4,7)x10'2/mm), remorsto6un 107 r/m (110-145 /i), muMbormTs
17% (24-54%).

buoxumuveckuii  ananuz  Kposu: OUIMpyOWMH  0OIMIMI
1,9 mxmons/n (0-21 mxmons/m), ACT 29 Ex/n (040 En/m),
AJIT 69 En/n (0-40 En/m), mmoko3a 3,6 mmone/nm (3,3—
5,6 mmonb/n), makraraeruaporenasa 271 En/a (0-450 En/m),
kpearuHuH S50 MKMOnb/1 (27-62 MKMOB/), MOYEBHHA
6 mmosb/a (1,8-7,5 mmorne/n), amunasza 78 Ex/m (0-100 En/n),
peBmarouansiii dakrop 3 En/mn (0-15 Exn/mi), xpearnndoc-
¢oxunaza 76 Ex/n (38-174 En/n).

I'emocma3: akTUBIPOBAaHHOE YAaCTUYHOE TPOMOOILIACTHHO-
Boe Bpems (AUTB) — 26,1 ¢ (24-38 ¢), mpoTpomMOHHOBOE Bpe-
msi — 11,4 ¢ (9,4-12,5 ¢).

Hmmynonoepamma: p-ANCA ++ monoxutenbHO (HOpMa
«otpunarensHo»), c-ANCA orpunarensHo (HopMa «OTpHIia-
TeNBpHOY), KpuoroOyuHe! 0,010 ex (HopMa 1o 0,060 ex), an-
tuTena K kKapauomunury 1G 1,4 ex/mi (0-10 en/mir), anTHTENa
K KapauommmnuHy IgM 1,0 en/mi (0-7,0 en/mon).

Mapxepor cenamuma B (HBsAg, HBeAg, anti-HBcIgM) —
He 0OHapy>KeHBI.

Onpeodenenue JJHK supyca Onwmeiina — bapp: B 6uono-
THYECKOM MaTepHase He 0OHapyXeHO.

Hucmpymenmansnsle ucciedosanusn (6vinoanenst 6 [ bY3
8 nepuoo 20CnUMAIU3ayuL)

Dnexmpokapouoepagus (AI'K): PQ = 0,12», QT = 0,32»,
YCC =70-88 B MUH, pUTM CUHYCOBBII, yMEPEHHAsl AbIXaTeNb-
Has aputMus. Beptuxansnas O0C.

Oxoxapouoepaghus (Oxo0-KT): JlaHHBIX 3a yBEIMYCHHUE IOJIO-
CTeH, KJIAIlaHHYIO MAaTOJIOTHIO U Je()EKThI IEPETOPOIOK HE BBISB-
neHo. CokparurenbHas CHOCOOHOCTh MHOKap/a He H3MEHEHa.

Vavmpaseyxosoe uccrnedosanue nouek U1 MOYEBOTO ITy3bIPs
C IIBETOBBIM JIONIIEPOBCKUM KapTUPOBAaHHEM. 3aKIIOUCHHE:
CTpyKTYpHOM IaTOJIOTHH HA MOMEHT OCMOTpPA HE BBISBIICHO.

Dz0¢hazoeacmpodyooenockonus (DPIJIC) opearos bprowiHoti
nonocmu: Karapansaeiit Oyms0ut. [loBepxHOCTHBIH racTpur. Jy-
OJICHOTaCTPaTLHBIH peduirokc. Hp — MoIoKUTebHBIH.
Koncynomayuu cneyuanucmos (svinonnenvi 6 ['6Y3
8 Nepuood 20CNUMAaIU3ayun)

Tacmposnmeponoe: TloBepXHOCTHBIN racTpuT. JyoneHora-
CTpaJbHBIN pedimokc. Hp — MoToKuTeTBHBIH.

Hugppexyuonucm: 1IMBU, natentHas. Mukoriazmos.
BIII-1, -2 undeknus, narentHas. BI'-6 — undexuus, nepcu-
creHums. B cienuduyeckom jeueHnH reprneTHuecKiux nHQeK-
M He HY)KIAeTCs B CBA3M C OTCYTCTBUEM BHUPYCEMHHU.

Xupype: GbopMHPYIOIIHKCS HEKpO3 TMepefaHed OpIOIIHOM
CTEHKH, OSICHUYHON 00IacTH.

Kuananvecknii nmarao3
OcHogHoti: Y3eNKOBBbIM I0BEHUIbHBIN MOJIMAPTEPUUT, OJ0-
CTpPOE TE€UEHHE, AKTUBHOCTD 3-1 CTENEHN.
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V3eAKOBBIY TOANAPTEPUUT: KAUHUYECKHUE CAYUYAH Y MAABYUKOB 12 1 9 AeT

IlepBble nposiBIeHUS.

I'bY3 IKKB

T'BY3 «HUU - KKb
No 1y

I'bY3 JKKb

> Maprt 2022 1.

I I
>> Anpens 2022 . >> Armpens 2022 1.
I I

|
>> Anpens 2022 . >> IMTPOIr'HO3 >
I I

Ha ¢one nosnHoro
37I0pOBBS TIOCIIE
TPEHUPOBKH TOSBUIOCH
CHHIOIIIHbIE

CamoobpaieHue.
IMosiBUIHCH OTEKH
IJIOTHBIC U 60HC3H€HH])IC
B 00J1aCTH roneHei,
CHHIOIIHOCTS 1, 2, 3
TaJIbIIEB JIE€BOH CTOIBL.

IIpuznaku
HpOXO}lMMOCTH
MarucTpaJbHbIX
apTepuil HWKHUX
KOHEYHOCTEH;
OKKJIFO3MOHHBIN
TpoMO03 OONBIION
TTOJIKOXKHOUW BEHBI JICBOI
TOJIeHU

Ioctymun B XO-1, DS:
«OKKIJTIO3UBHBIN
TPOMOO3».
JlooOcnenoBanue.
Ycranosnen DS:
Y3enKoBBI MOTHAPTEPUUT

Ipu orcyTcTBUY JT€YEHUS
MPOTHO3 KpaitHe
HeOIarOnpHATHBIN

0oJIe3HEHHBIE OcMotpeH
BBICBHITTAHUSI B 00JIACTH TPaBMAaTOJIOTOM —
rojicHei JIaHHBIX 3a
TPaBMATOJIOTHYECKYIO

MaTOJIOTUIO HE BBIABIICHO

Puc. 5. Ilarmuent A. XpoHoNoTus pa3BUTHS 00JIE3HH, KITFOUEBBIC COOBITHS U TIPOTHO3.

Ipumeuanue: O10K-cxema 6peMeHHOU WKATbL 8bINOAHEHA asmopamu (coenacho pexomenoayuam CARE). Coxpawenua: I'BY3 JJKKH —
2ocydapcmeennoe 6100cemHnoe yupescoeHue 30pagooxpanenus «/emckas Kpaesas KiuHuueckas 6onvHuya» Munucmepcmea 30paso-
oxpanenusn Kpacnooapcroeo kpas;, I'BY3 «HUU — KKB Ne 1» — 2ocyoapcmeennoe 01003cemuoe yupedcoenue 30pagooxpanenus «Ha-
VUHO-UCCIe008aMENbCKULL UHCIMUMYm — Kpaegas Kaunudeckasn oonvruya Ne 1 umenu npogheccopa C.B. Ouanosckoeoy Munucmepcmea
30pasooxpanenus Kpacnoodapckozo kpas; XO — xupypeuueckoe omoenenue; D.S — ouaznos.

Fig. 5. Patient A.: course of disease, key events and prognosis.

Note: schematic diagram was compiled by the authors (according to CARE recommendations). Abbreviations: I'6Y3 JJKKE — Children’s
Regional Clinical Hospital; I'BY3 «HUH — KKbB Ne 1» — Research Institute — Ochapovsky Regional Clinical Hospital No. I; XO — sur-

gery department; DS — diagnosis.

Conymcmeytowuii: XpOHHUUECKHH TacTpOMYOACHUT, IIO-
BEPXHOCTHBIH T'aCTPUT, KarapalbHbIH OyJIbOHT, acCOLHMUPO-
BauHbIi ¢ HP, o6ocTpenue. JlyoneHoracTpaibHblil peduitoKe.
HocurenbctBo MapkepoB TpomMOoduinu (moauMopdusM reHa,
KOZHpyomero GpoiaTHeIN HHUKI, romo3urora PQ 1-1).

JAudpdepeHnnaibHasi AUATHOCTHKA

beina npoBeneHa nuddepeHnnanbHas AMarHoCTHKa C PEB-
MarOU/IHBIM apTPUTOM (HE OTMEYaJIUCh apTPHUTHL, TUXOPaIKa
B TEYCHHE MHUHUMYM 2 HEZAENb, IIEpEMEKaromasics, JeTyJas,
9pUTEMATO3Hasl ChIIlb, CEPO3UT, FEHEPAIIN30BaHHAS JTUMbae-
HOTIATHs], TETIaTOMETANINS ¥/WIH CIUNICHOMETalINs1), CHCTEMHON
KpacHOW BOJYaHKOW (HE OTMEUEHa MAHIMTONEHHUS, OTCYTCT-
Brue LE-kierok, He oOHapyXeHbI aHTuTeNa K HatuBHOM JJHK,
BOJIYAHOYHBI aHTHKOAryJSIHT — OTCYTCTBYeET), OOJIE3HBIO
KaBacaku (He oTMedanach JByCTOPOHHSSI HHBEKIHSI COCY/IOB
CKJIEp U KOHBIOHKTHBBI, HE ObUIM BBISBICHBI H3MEHEHUSI CIIH-
3HCTBIX 000JI0YEK I'y0 M MOJIOCTH pTa, HE HAOJIFONAINCh MPO-
SIBIICHUS TTOJTMMOP(HOM DK3aHTEMbI, OCTPON HETHONHOM IIeii-
HOW nuM(aeHONaTHH, TUIACTUHYATOTO IISNYIICHUS NalbIIeB
KOHEYHOCTEH), aopTOapTePUUTOM (aHEBpH3Ma/IuiIaTaus,
CTEHO3bI, OKKJIIO3HUsI MM UCTOHYEHHE CTEHKH a0PTHI, €€ IT1aB-
HBIX BETBEH WM JICTOYHBIX apTepHil, aCHMMETpHS ITyIbca
Ha KOHEYHOCTSX, pasHuma cucronndeckoro AJl Ha mpaBoi
1 JICBOM KOHEYHOCTH > 10 MM pT. CT., rpyOBIe IIyMBI, OIIpese-
JIsieMble TIPU ayCKYJIBTAallUH Ha/l COHHBIMH, OAKIIOYHIHBIMH,
OespeHHBIMH apTepUsIMH, OPIOITHON a0pTOH, pa3BUTHE CTOM-
Koro noBbImenust AJl > 95-ro nepueHTHIIs 0 pocTy), AepMa-
TOMHO3UTOM (TeTHOTPONHAA CBINb, cuMITOM [OTTpOHA, Ipe-
BOBHUJIHOE JIMBEIO, MOBEPXHOCTHBIE IPO3UH, IIyOOKHE S3BHI
KOXH, arpoduisl, TeICAaHIMIKTa3UU U CKIEPO3, U3MEHEHHUS HOT -
TEBOTO JIOXKA, KapJHHAJIbHBINA, MHONATHYECKUHA CHHIPOMBI,
KaJbLMHO3 MATKUX TKaHEH, apTPaJTuy, MOJIOKHUTEIbHBIC aH-

tu-Jo-1-anturena (ructuanin-TPHK-cunTerasa), noseienue
ypoBHs KOK mmn anpnomnassl B CBIBOPOTKE KPOBH, MOpdoito-
TMYECKOe MOATBEPKIACHUE MBIIIEYHOTO BOCHayeHus ). Taxke
B KpyT auddepeHnanbHol TUarHOCTUKH OBLT B3AT IIEPBHY-
HBIH aHTU(OCHOTUITUITHBIN CHHAPOM (HE OBLTH BBISIBICHBI aH-
TuTena K Kapauonununy I1gG wmu [gM u3oTunoB, aHTHTENA
K B2-mkonporenny I IgG w/unu IgM n3otun, BoimYaHOYHBIN
AQHTUKOATYJISHT B IJIa3Me KPOBH).

MeauuuHCKUe BMeNIaTeJbCTBA

B otnenennn 6bUT0 Ha3HAUCHO JIeUEHHE: aHTHOAKTEpHAIIb-
HBIH npemnapar cyapbakram 1,0 r 3 p/cyT, aHTanuHbIe Mpemna-
partbl, MyJabC-Tepanus METUIPETHN30I0HOM B 103¢ 1000 mr
B/B Ne 3 (4uepe3 NieHB) ¢ MOCIEAYIONIMM HAa3HAYCHUEM METHU-
npena per os 1 mr/kr/cyt; nukinodocdamun 500 mr B/B Ka-
nenbHO 1 pa3z B 28 gneil. Jlanee peKOMEeHIOBaHO BBEJCHHUE
ukinogpochamuaa B 1o3e 500 Mr B/B kamenpHO 1 pa3 B MecsI]
Y IPOJIOJKUTH IPUEM METHITpeaa 1 MI/Kr/cyT 10 JOCTHIKEHHMS
pemmccuu.

JIluHaMHKa M MCXOAbI

Ha q)OHe JICUCHHUA OTMCUAJIAaCh ITIOJIOKUTCIIbHAA JUHAMUKa,
O6H.[€C COCTOSIHMC MAllMCHTA YJIy4IINJI0Ch, HOPMAJIN30BAJIUCH
nabopaTtopHble Mokaszareiu. JledeOHbIe MepONPUsITHS TIPOBe-
JACHBI B CPOK B COOTBETCTBHUHU CO CTaHAAPTAMU U KIIMHUYCCKU-
MU PEKOMCHAAIUAMMU I10 JICYECHUIO B ITIOJTHOM o0ObeMe.

IIporuos

[Ipu cBoeBpeMeHHOM Havaje JIEYEHUS! BO3MOXKHO JOCTH-
KEHUE CTOMKOW M JUTUTEeNIbHOU peMuccuu. OaHako mpu Hedd-
(DeKTHBHOCTH JICYCHUS MOTYT Pa3BUBATHCS TSKEIBIC COCTO-
SIHUS, YTPOXKAIOIIME JKU3HM MAlMEHTa, a TaKXkKe pPa3BUTHE
MH(EKIMOHHOTO Ipolecca Ha (OHE JIeueHUsT HUMMYHOJIe-
peccaHTaMu.
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KIMHUYECKUE CIYYAU / CLINICAL CASES

OBCYXJIEHUE

[IpencrapneHAble KIMHAYECKHE CIydal IEMOHCTPHPY-
1T TpyaHocTH quarHoctuku YII. Kmunmka YII Obuta momwm-
MOpQHOIi U 3aBUCeNa TPEK/IE BCETO OT MIPEUMYILECTBEHHOTO
TopakeHUs Tepu(epruIecKuX COCYIOB WIH BHCIEPATBHBIX
COCYIOB W TeUeHHs Iporecca. B nebrore 3a0oieBaHUs OT-
MeYaJ HCh OOIIMEe CHUMITOMBI, a 4Yepe3 HECKOJIBKO MecsAIeB
MTOABIISUTMCH THUITUYHBIC €Tr0 IMPOSBICHUS 03 OIpeeieHHOH
MIOCJIEIOBATEILHOCTH C Pa3JIMUYHBIMM BapUaHTAMHM UX COYe-
taHus. KimHudeckuil ciaydail 1 xapakrepusyercs TsKelbIM
PEIMINBUPYIOIIAM TEUCHHEM C IIPOSBICHUSIMH KOXKHOTO CHH-
JpoMa, CUCTEMHBIX MopakeHui: nosbimenne AJl, 6oneBoro
a0IOMHUHATIBHOTO CHHJPOMa, HEBPOJOTUYECKUX HApYIICHHH,
MHUAJITHH, MBIIIEYHONH ci1abocTh. PemieHne o mpUMEHEHUH
I'MBIT purykcuM6 103BOIHMIIO JOOHUTHCS Iepexoaa 3aboneBa-
HUS B PEMHCCHIO U CHIDKEHHS 10 MUHUMAITbHBIX TIOACPKIBA-
FOIIHX JI03 TOPMOHANEHBIX MTPETIapaToB.

Knuauueckuil cimyuait 2 mpeacTaBisieT HHTEpeC, Tak
Kak OblIa MPOAEMOHCTPUPOBAHA paHHSS IUArHOCTHKA 3a00-
JICBaHUS W CBOCBPEMEHHO HadaToe JieueHue. OCHOBHOE 3Ha-
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YEeHUE B JMArHOCTHKE Y3EJIKOBOIO IOJIMAPTEPUUTA HPUHAI-
JeKUT JCTAJTBHOMY OOCIICIOBaHUIO IIAIJMEHTA C BBIBICHUEM
MAaTOTHOMOHUYHBIX CHMITOMOB M THIaTelbHOMY Iuddepen-
[IUAITEHOMY JHAarHo3y ¢ MUKPOCKOMMYECKUM IOJHaHTHUTOM,
rpaHyieMaro3oM BereHepa, ajuleprudeckuM IpaHyJIeMaro3-
HBIM aHTHUTOM (cmHApoM Yapra — Crpocca), 60Ie3HBIO
KaBacakn, cuCTeMHBIMH 3a00JIE€BaHUSMH COEJUHUTEIBHON
TKaHU (CHCTEMHAs KpacHas BOJYAHKA, PEBMATOMIHBIN ap-
TPHUT), aHTH(POCHOIUIHUIHEIM CHHAPOMOM.

SAKJITIOYEHUE

JIMarHoCTHKa y3€IKOBOTO MOJHAPTEPUUTA — 3TO CIOXKHAS
3aja4a, 0cOOCHHO y JieTel paHHero Bo3pacTa. [Ipu yzenkoBom
MONUAPTEPUNTE MHBA3MsI BOCHAIUTENBHBIX KIETOK I'PAHYIIO-
UTaMH, JTUM(OINTaMU U IJIa3MaTHYECKUMH KIIETKaMH MpPO-
MCXOJHT BO BCE CJION CTEHKH COCY/Ia, YTO MPUBOIUT K GpUOpH-
HOWIHOMY HEKpo3y u (pubdpo3y crenku cocyna. Ha stom done
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