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PE3IOME

BBepeHue. paHynemartos ¢ nonuaHrumtom (BereHnepa) (B) — 3aboneBaHune, xapakTepusyoLe-
€CSl HEKPOTU3MPYIOLLMM FpaHynemMaTo3HbIM BOCNaneHnem Menkux n cpefHnx CoOCyaoB C NpenmMyLie-
CTBEHHbIM MOpPaKeHNEeM BEPXHUX AbIXxaTeNbHbIX NyTen, Nerkux n nodek. KnuHnyeckne nposiBneHms
'B pa3Hoo6pasHbl.

0O630p KNMHMYecKkoro cnyyas. B gaHHow ctatbe npepcTtaBfnieHa uctopus 6onesHu GonbHowm
B Bo3pacTe 14 neT ¢ guarHo3om rpaHyrnemMaTo3 BereHepa ¢ aHann3amu KIMHUYECKUX NPOSIBIEHUIA
3aboneBaHuns, AMarHOCTUYECKNX KPUTEPUEB, a TakXKe TaKTUKN NeYeHns.

O6cyxaeHue. [NpeacTaBneHHbIA KIMHUYECKUIA Cry4Yal 4EMOHCTPUPYET MHOTONMKOCTh AebroTa
3aboneBaHuns, YTO 3aTPYAHUIO PaHHIOK ANArHOCTUKY M BbIBOP TakTMKK nevyebHoOro npotecca.

KniouyeBble cnoBa: rpaHynemaTto3 BereHepa, aHTUHeWTpOdWIbHbIE LUTONNa3maTuyeckne aH-
Tutena (ANCa).
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Kipicne. NMonuaHrnitneH 6onatbiH paHynemaTos (BereHep) — xofapfbl ThIHbIC XXONAaPbIH, 6Kne
XoHe ByMpeKTiH opTa XaHe KilWi KaH TaMblpnapbliHA4a HEKPO3Abl rpaHynemaTo3abl KabblHy Tyablpa-

ﬁ““"“’" Aocsim Cayre ThiH aypy. KnuHMKanbIk kepiHici ap Typni.
Kagzg;?;ﬁ;ﬁxsﬁﬁim KnuHukanbiK xargaiiFa wony. Makanaga aHanus, KNMHUKanbIK KepiHici, AMarHocTuKanbIK XoHe
KPMY. T. AnvaTs, empaey TaKTUKachl TOMbIFbIMEH CUNaTTanFaH BereHep rpaHyneMaTosbl AuarHo3biMeH emaenereH 14

e-mail: sauledossym@gmail.com )XXacap HayKacCTblH CbipKkaTHamMachl OepinreH.
Tankbinay. bepinreH KNUHUKanNbIK Xafgan aypyablH kepiHici ap Typni 6onaTbiHbIH aliFakTangs.
Contacts: Dosym Saule On epTe AMarHo3 KooFa XoHe Aep KesiHae eMaeyre Keaepri kentipesi.

Mukhametzharkyzy, Associate Herizari 3 B o . ANC
Professor of the Department of erisri cespgep: rpaHynemaTos, BereHep, aHTUHENTPODUbAI LMTONNa3manbik aHTUAEHE ( a).

Children's Diseases of the KRMU,
Almaty, Doanekce3 ywiH: Oocbim C.M., CatbinFaHoBa 3.C., Myctanaea H.M., MbiHxacaposa ®.A.,

e-mail: sauledossym@gmail.com Tanat 3.X., Epnik-Kkbi3bl K. MeguaTtpusaga cupek keageceTiH KNMHUKaNbIK XXarfgamn — XXyneni BacKynuT:
MocTvrna: 20.06.2023 BereHep rpaHynematosbl (ACR, 1990) // MeguumHa (Anmartbl). 2023;2(234):15-18. doi: 10.31082/1728-
anH);TaZ 26.06.2623 452X-2023-234-2-15-18

. MEDICINE (Almaty), Ne2 (234), 2023




I intnsecint cryaai [

CLINICAL CASE OF A RARE DISEASE IN PEDIATRICS - SYSTEMIC VASCULITIS:
WEGENER'S GRANULOMATOSIS (ACR, 1990)
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Introduction. The Granulomatosis with polyangiitis (GPA) (formerly called Wegener's granulomatosis) is
a disease characterized by necrotizing granulomatous inflammation of small and medium-sized blood vessels
with a primary disorder that causes injury of the upper respiratory tract, lungs and kidneys. The clinical mani-
festations of Wegener's granulomatosis are varied.

Clinical case report. This article presents the medical history of a 14-year-old patient diagnosed with
Wegener's granulomatosis (Granulomatosis with polyangiitis (GPA)) with analyzes of the clinical manifesta-
tions of the disease, diagnostic criteria, and treatment strategy.

Discussion. The presented clinical case demonstrates the diversity of the onset of the disease, which
made difficult early diagnostics and selection the treatment strategy.

Keywords: Wegener's granulomatosis, antineutrophilic cytoplasmic antibodies (ANCA).
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Beenenne

K ANCa — acconmunpoBaHHBIM TEPBUYHBIM CHCTEMHBIM Ba-
CKyJIUTaM OTHOCSITCSl 2 THITA BACKYJIUTA: TPaHyJIeMaTO3HBI IMO-
nmanrunt [TIA (rpanysemaros BereHepa) U MUKPOCKOITYECKHUH
TIOJIMAHTUHT, TOPAYKAIOIINE MEJIKUE U CPETHETO KaMOpa COCy/Ipl.

I'panynemaro3 ¢ nonuanruutoM (BereHepa) — HEKPOTHU3HPY-
IOILEe I'PaHyJIEMATO3HOE BOCIAJIEHHE, C BOBOJICUEHUEM BEPXHUX,
HIDKHHX JIBIXaTeNIBHBIX MyTeH M HEKPOTH3UPYIOIMM BacKyJIH-
TOM, IIPEUMYILIECTBEHHO COCYZIOB MEJIKOI0, CPEIHEro Kauubpa.
YacTto pa3BuBaeTCcsi MaJIOUMYHHBIN CETMEHTAPHBIN TIIOMEPYJIO-
Heppur (I'H) ¢ Hekposzom u nonynynusimu [1]. Jlannoe 3a6oie-
BaHHE CUNTACTCS OTHOCHUTEIIBHO PEIKUM, OTHAKO, B MOCIIEIHHE
TOJIbl YaCTOTA €ro IMOSBJICHUS yBEJIN4nBaeTcs. 3a001eBaeMOCTh
rpanyiemaro3om Berenepa B EBpore, 1o HEKOTOpBIM JaHHBIM, 32
nocnegaue 30 et Bozpocia B 4 paza. OIMHAKOBO 4acTO BCTpeya-
eTcsl KaK y MY KUuH, Tak U y >keHmuH [2]. Yacrora ['TIA y B3poc-
neix 1:100 000, y nereii Bcrpewaercs peaxo 0,1:100 000 [3].

MNPE3EHTAIIUSA KIMHUYECKOI'O CIIYYASL

W3 anamue3a 3a00J1eBaHus: CO CJIOB MaMEbl, IEBOYKA OOIbHA
¢ 13.03.2018 roga, T.e. ¢ 9-nerHero Bo3pacra. J[eO0T 1aHHOTO
3a00JICBaHUS] XapaKTEPU30BAJICS TOSBICHUEM BE3HKYJISIPHBIX
BBICBITIAHUI Ha KOXKE JIAJJOHHBIX [TOBEPXHOCTEH PYyK, COMPOBO-
JKAAIOIIMXCS TIOBBIIIIEHNEM TeMnepatypsl Tena a0 38,6°C. [pu
MEPBUYHOM OOpAICHIN B METUIIHCKOE YIPEKICHHE ObLT BbI-
CTaBJICH JIMAarHO3: SHTEPOBUPYCHAST HHPEKIIHS.

B Teuenne 2018 roya kK BbIlIEHa3BaHHBIM CHUMIITOMaM 00-
JIC3HU MTPUCOCIUHSIIMCH KaTapaJbHbIE SBJICHHS, COMPOBOK/IAI0-
[IMecsi CUMIITOMaMH PUHOCHHYCHUTA, C TIOBBIIICHHEM TeMIIepa-
Typbl Tena 10 38,6°C; B quHAMUKE 3a00JICBaHUS TeMIIepaTypa
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SUMMARY
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Tena moBbImanack 10 GedpuabHeix nudp 39°C, npucoeHs,-
JIMCH KPOBSHUCTHIC BBIICIICHUS U3 HOCA.

HeonHoxparHele oOpamieHHst B MEAMIIMHCKUE LEHTPHI, K
YYaCTKOBBIM BpayaM, KOTOpbIC Ha3HAYaJHd aHTHOAKTepHasb-
HYI0 TPOTHBOBHPYCHYIO CHMIITOMAaTHYECKYIO TEparuio, He
nganu Hukakoro sddexra. IIpu nocrymiennu B JIKUB 6bL1
MIOCTaBJIEH JJUArHO3: TalMOPUT, ¢ KOTOPBIM OoJbHAst ObLIa TIe-
peseznena B I'Kb NeS5, rie BeleyKka3aHHbIN AUAarHo3 ObUT HOJ-
TBEP)KACH: OCTPBIN TAWMOPHT, JTMXOPAIKa HESICHON ATHOIOTHI
U Ha3HAuCHA IPOTHBOBOCHAINTEIIbHAS TSPaITHs.

IIpn moBTopuo#t rocmmramm3armu B [II'KUB mocrasien
JIMarHO3: HEPCHHHO3 TCHEePAIM30BaHHON (DOPMBI, TSDKENoe Te-
YEeHHUE, TIOATBEPIKICHHOE 0AKITOCEBOM 300HO3HOW HH(EKIIHH.
3a04yHO OoJyibHAsE ObLTAa HPOKOHCYJILTHPOBAHA IMpodeccopoM
KasHMY um. C.. AchenauspoBa, KOTOPBIi PEKOMEHIOBAI
nposect A1 ¢. muarno3 ¢ FOPA (roBEeHWIBHBIH peBMaTOM/I-
HBII apTpuT), 100ABUTH B TEPANHIO TIIFOKOKOPTHKOCTEPOUIBI
(T'KC) — npetH130I10H.

Buay HenocratouHoro 3(ekTa OT MPOBEACHHOH Tepa-
MY, ACBOYKY JOMOJIHUTEIBHO IPOKOHCYJIBTHPOBAA KapJIHo-
peBMaToyior, KOTOpas BBbIHECNTA 3aKIIOYEHHE: CHCTEMHBIH
BaCKYJIUT U peKOMEH 10Baja iepeBecty 6onbHyto B JIKT'B Ne2.

14 stuBapst 2019 roza GosbHas ObLTA TOCTIUTATM3UPOBAHA B
oraenenue kapauopesmaronoruu JIKI'Bb Ne2, rie ona Haxou-
nack 110 28 ¢espains 2019 rona.

Anamnies vitae: AeBOYKa OT IEpBOA OEpPEeMEHHOCTH, Iep-
BBIX POJIOB. bepeMeHHOCTh TpoTeKaia 6e3 0cOOCHHOCTEH U Ka-
KHX-JIMOO OCJIOKHEHUH. POJBI TIPOBOIMIINCH ITyTEM KecapeBa
ceyeHust. Macca Tena peOeHKa Ipu poskieHuu: 3654 rp, poct: 54
cM. Beinucana 13 popnoma Ha 5-¢ CyTKH Iocie poskieHus. Pan-
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B cuinicaL case

HHI aHaMHe3 0e3 0COOEHHOCTEH: IeBOYKa pOciia U pa3BHBAIACh
COOTBETCTBEHHO Bo3pacty. [lepenecennbie 3a0oneBanus: OPBU,
Oponxur. Jlerckue nHGEKIMU: BETpsiHAs OCIia, KOPb, KPacHyXa,
MU, MapOTHT. JIeTCKHe TPaBMBL, a TAKXKe ONEPATUBHbIE BMEIIIA-
TEJbCTBA, TIepeJIMBaHNe KPOBH MaTh pebeHKa otpuaer. Hacnen-
CTBEHHOCTb OTATOLIEHA: y JEAYLIKU ¥ TETH, a TAKXKe Y AsAH 110
MAaTepUHCKON JIMHUM TeMOpparuueckuii BacKyauT. Tyoepkyies,
BHYTPHYTpOOHbIE HH(EKIMH, BeH3a00JICBaHUsI OTPULIAIOT.

CocrosiHre peGeHKa Mpy MOCTYIUICHHH B CTAIMOHAP TsDKe-
JI0€, 3a CUET BBICOKON CTENeHH aKTUBHOCTU OCHOBHOT'O 3a00J1e-
BaHUS. BeIpa)keHHbIE CHMITOMBI: HHTOKCHKAIIWSI, C1aboCTh. Pe-
OEHOK OTCTaeT B (PU3UUECKOM Pa3BUTUH, B YACTHOCTH, B POCTE.

JleBouKa HaXOIHUTCS B CO3HAHHH, OTBEYAET HA BOIPOCHL, HIMe-
€T BBIP)KCHHbIC aCTEHUYECKHE MPOsIBIeHUs Oone3Hu. B nBura-
TENBHOM cepe BbipakeHa o0miast auddys3Hast runotonus. bosm
B MBIIIIAX, CIA00CTb, 3MOLMOHATILHO HECKOJIBKO IIOJaBJICHA.
14 (eBpasst y 1eBOUKH HAOIIOMACTCS PE3KOE YXY/IIICHHE CaMO-
qyBCTBUS, OOYCJIOBJICHHOE HEBPOJIOIMYECKOM CHMIITOMATHKOIL:
3aTOPMOXKEHHOCTh, Ha BOIPOCHI HE OTBEYAET, CYJOPOTH KJIOHH-
YeCKOro XapaxTepa, HOAepruBaHue KOHEUHOCTH cieBa. Bee atu
M3MeHEHHs1 HaOMoanuch Ha ()OHe apTepuaIbHON THUIICPTEH3UH
(AD 140/100 MM pr. cr.). Ha KT ronoBHoro mosra BbISIBJIEHBI
WILIEMHYECKUe OYard. Belieyka3aHHbIC SBICHUS MOBTOPHIIHCH
25 Hosi0ps 2019 roma. Kpome 3Toro, HabIr01a1ch MpoBasibl B I1a-
MSITH, TPIMACHI Ha JIUIIE, TIepruoandeckoe roseienne AD. MPT
TOJIOBHOT'O MO3Ta I0Ka3aJio: apaxHOMJAIbHAs KUCTA 3aJHeH de-
PEIHO IMKH.

Co CTOPOHBI OPraHOB ABIXAHHUS: AbIXaHHE CBOOOJHOE Uepes3
Hoc. CemtoBuanas nedopManust CIMHKK Hoca. B jierkux Besu-
KyJISIPHOE JIbIXaHHE.

Co CTOPOHBI OPraHOB CEPIETHO-COCYAUCTON CUCTEMBI TOHBI
YMEpPEHHO MPUTITYLICHbI, PUTMUYHBIC TPAHUIIBI CEP/ILIa B HOPME.

Co CTOpPOHEBI JIOP-OPTaHOB: OCTPBIA 2-CTOPOHHHIA PHHOCH-
HYCHT, OCTpBIii IPABOCTOPOHHUH OTHT.

VmeroTcst H3MEHEHHsI CO CTOPOHBI OPTaHOB JKEITyI0YHO-KH-
IIEYHOT'0 TPAKTA, CBS3AHHBIE C HAJIMUHMEM ITPH3HAKOB XPOHHYECKO-
TO MOBEPXHOCTHOTO AyOJCHUTA, Pe(IIIOKC-930(aruT B THHAMUKE
ot 19 oxts16ps 2019 ropa. XpoHHuecKkuil SpO3UBHBIN MUIOPUT.
I'emopparmueckass ractponatus.  JlyoneHambHO-TaCTPAIBHBIH
pedumoke. Jlumpoanrnoskraszus 12-nepcTHON KUILIKH.

OpraHbl MOYEBBIICITHTEIFHON CHCTEMBI: UMEET MECTO IIO-
paXeHUEe MOYeK — BTOPUYHBIH He(pUT, HEPPUUECKUI CUHAPOM
(AT, nporeunypus — 0,99-0,163 r/n, mukporemarypus). B ne6ro-
TE UMEJIO MECTO OCTPOE IIOUEHUHOE [OBPEXKICHNUE, IIPEPEHATBHOE.

B mocneHee BpeMst IMENo MECTO OOMIBHOE KPOBOTEUCHHUE
[P mensis.

Pesysbrater maboparopusix uccnenopanuii: OAK — ycko-
pennbiii COD — 45-60 mm/yac, neiikouros — ot 20-28x10° /i,
tpomboI1To3 (909-1043). BrOXMMHYECKHMI aHATU3 KPOBH:
KpeaTHHUH KpoBu — 93,5-37,5 Mkmounb/n, moyeBuHa — 12,12-
12,42 mmons/a, CPb — 31,4-72,3, P® — 80 ME/™mir+. OAM —
MPOTEHHYPHSI, MUKPOTEMaTYpHSl.

B mrane muddepeHmanbHOro 1ruarHosa npoBeIeHb ClleTy-
IOIIME UCCIeR0BaHUs: aHTUKapanonunul IgM — 81 ME/mi (1),
AHA - 11,5 en/n (-), AT x 2JTHK - 18,9 ME/mi1 (-), PUD-AHD —
otp, AT x JIHK - otp. AT x nporennase (+), ANCa-antutena k
nporernHase (+) — 9,5 ME/mun.

OxoHuaTenbHbI KIMHUUeCKui auarHo3: ANCa-accoiu-
WPOBaHHBIA CHUCTEMHBI BacKyJHT, rpaHyjeMaro3 Berenepa,
reHepal30BaHHbIN BapUaHT (JIMX0opajaka, ¢ nopaxenuem [LTHC,

BEPXHUX JbIXaTEJIbHBIX ITyTEH, JIETKHX, MOYEK), BTOPHYHBIN
Hedput, HepputHueckuit cunapom (AD u nporteunypus), AT
K IIpoTenHas3e — 9,5 MII MOJI0KUTEITHHBIH.

JInst mOATBepKACHNS IPABUIBHOTO JMArHo3a 1 ompesese-
HUSI JAJIbHEHIIEro YCIEIHOTO IJIaHa JICYEHUs] HECKOJIBKO Pa3
HPOBOJMIIUCH KOHCHINYMBI.

Bonbras ¢ 2018 o 2023 roist Obliia rocuTain3upoBana 24
pasa, U3 KOTOpbIX 22 pa3a B OT/EJICHUE KapAHOPEBMATOJIOIHH,
B KOTOPOM ITPOBO/AMIIACH KOPPEKIHS TEPAITHH, COOTBETCTBEHHO
cTaauu npouecca 3adoneBanus. IlocnenHss rocnuTaan3anus B
otjeseHue obuta B iepuos ¢ 17 suapsi o 30 siaBapsi 2023 rona.

CornacHo MPOTOKOJTY: BKJIIOUECHO HEMEIUKAMEHTO3HOE JIe-
YeHHE.

MeankaMeHTO3HOE JIeUEHHE: XapakTep U 00beM Tepanuu
3aBHCST OT HHTEHCUBHOCTH 3a00JIEBAHNUS U OCIIOKHEHHH.

Bxumtouens! B tepanuto: ['KC — meTunmpen, npeaHn30I0H,
a3aTHUOIIPUH, 3HAOKCAH, SHTEPOKEPMHUHA.

VYuutbiBas pepiekTopHOe TeueHue 3a00JIeBaHUsL, VIS WH-
JIYKIIUM PEMHUCCHH, C YYETOM NOpaXeHUs Jierkux, novek, [{HC,
COIJIaCHO MPOTOKOJLY AUCIAHCEPHU3ALUK U JICUSHUs NIPU HEeJo-
craTouHocTH 3 dexra Tepanuu ObLTH NOAKITIOYEHBl T€HHO-HH-
xeHepHbIil Ononorunueckuii npenapar (I'MBII) purykcumad u
BHYTpUBCHHBIN uMMyHornoOyauH (BBUTI') mo cxeme, a Takxke
6uonpenapar bruosen.

Ha ¢oune T'KC, umynHocynpeccopos, a takxe ['MBII-pu-
tykeumad, BBUI', buosen [4], cuMnTomMaTHyeckon Tepariu
cocTosiHAe OOJNBHOM CTaOMIIM3HPOBAIOCH, ObLIA JIOCTHTHYTA
UHIYKIUS YaCTUYHON PEMUCCHU, YTO JOKA3bIBAET OTPULIATENb-
HBIH pe3ysbTaT jaboparopHoit auarHoctuku AMCA — AT x
LUTOIIa3MaTuueckuM Heltpopmiaam (¢ ANCa) — <1:20<120
OTp. MCCIIEJOBAHKS C MOMOIIBI0O HMYHHO(MITIOPECEHIINH, TT0JI-
TBEPIKIAET YMEHBILICHUE aKTUBHOCTH 3a00/1€BaHYs.

BbIBO/JbI

Takum 00pa3omM, y GOJIBHOM BBISIBIICHA PEIKast ISl CTCKOTO
BO3pacTa reHepanu3oBaHHas (popma rpaHynemaro3a Berenepa c
HOPKEHUEM BEPXHUX AbIXaTeNIbHbIX ITyTel, ierkux, [IHC, noyek.

[IpencTaBiaeHHbI KIMHUYECKUH Clydail JEMOHCTPUPYET
MHOTOJIUKOCTb 1€010Ta 3a00J1€BaHus], YTO 3aTPYAHUIO PAHHIOKO
JIMAarHOCTHUKY U BBIOOP 1 (hepeHInpOBaHHOM TaKTUKU J1eue0-
HOTO IIpolecca.

IMo3aHss MMarHOCTUKA MPUBENA K PA3BUTUIO TEHEpaIH3a-
LMY IIpoLiecca, ¢ MOPaKEHUEM )KU3HEHHO Ba)KHBIX OPIaHOB, YTO
YXYAILIWIO JaIbHEHIINN IPOrHO3 3a00JICBaHMUSL.

Pannee onpenenenue ANCa NoBbIIIAa€T JUArHOCTUKY I'pa-
HyJemaTo3a Berenepa, 4To CIOCOOCTBYET CBOEBPEMEHHOMY
YCTAHOBJICHUIO IMAarHO3a U MO3BOJIIET KAaK MOYKHO PaHblIIE Ha-
3HAYUTH TEPANUIO U N30€KaTh HHBAINIU3ALUIO IALIUEHTOB.

Ilpo3paunocms uccnedosanusn

Hccenedosanue ne umeno CHOHCOPCKOU NOOOepicKu. Ae-
MOpbl HeCYm NOJHYI0 OMBEMCMEEHHOCHIb 3a NPe00CMAGIeHIe
OKOHUAMENLHOU 8ePCUL PYKONUCH 8 NeYanb.

[exnapayus o punancosvix u Opyzux 63aumMoomHOMenuax

Bce asmopuvl npunumanu ywacmue 6 paspabomke Koumyen-
yuu cmamvu u Hanucanuu pykonucy. OKOHUAMenbHAas 6epCusl
pyKonucu 6viia 0006pena ecemu asmopamu. A6mopul He noay-
uanu 20HOpPap 3a CMamoio.

Kongpauxkm unmepecos

Asmopul 3aa61510m 006 OMCYymMcmeuy KOHPAUKMA UHMEPECO8.
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