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AnHoOmayun

IpezcraBiieH KIMHUYECKUAN cIydaii rpaHysiemarosa ¢ moaunanruurom (I'TIA) y 15-71eTHel narfeHTKY, HUTIOCTPUPYIOINUNH 0COOEHHOCTH TeUeHHUs
3a00JieBaHUA B IeTCKOM Bo3pacre. ['TIA — peJikuii acCOIIMUPOBAHHBIN C aHTUHEHATPODUIFHBIMU IUTOILZIA3MAaTHIECKUMH aHTHTeIaMu (anti-neu-
trophil cytoplasmic antibody — ANCA) cricTeMHBII BAaCKYJIUT, XapaKTEPU3YIOUUICS IPAaHyIEMAaTO3HBIM BOCIIAJIEHUEM JIbIXaTeIbHbIX IIyTEH, IJ10-
MepyJI0He(PPUTOM U BAaCKyJINTOM MEJIKUX COCYZIOB. Y JieTell 3a00JieBaHue YacTo JIeOI0TUPYET ¢ BEIPAYKEHHBIX JIOP-CUMIITOMOB — XPOHUYECKOTO
PHUHUTA, 3B CJIN3UCTOH, IIepdOpaIiil HOCOBOU IIEPETOPOJIKU U PEIUIUBUPYIOIINX HOCOBBIX KDOBOTEUEHUH, YTO HAOJII0/JaI0Ch B JAHHOM CJIydae.
Hecmorps Ha otpunarensHblil cratyc ANCA, 1uarHo3 6bUT OATBEPIK/EH TUCTOJIOTUYECKH (HEKPOTU3UPYIOUIUI BACKYJIUT) U HA OCHOBAHUH THU-
MUYHON KIMHUYECKOH KapTUHBL. TeyeHre 60JIe3HN 0Ka3aI0Ch ayTOATPECCUBHBIM U HEIPEPhIBHO-PEIUIUBUPYIOIIHM, C PUCKOM ObICTPOi HHBa-
supusanuu. Tepanus HAYMHAIACH € IVIIOKOKOPTHKOCTEPOHJIOB U YHAZAUMTUHUOA, OTHAKO YCTOMYUBOTO d(deKTa AOCTUIIH TOJBKO IHOCIIe
BKJIIOYEHHs PUTYKCUMaba — MOHOKJIOHQJIBHOTO aHTHUTeJIa, HanpasieHHoro Ha CD20* B-knetku. KoMIiekcHOe jiedeHre IT03BOJINIIO CTAOMIU3HU-
PpOBaTh COCTOSTHHE: CHU3MJIACh YaCTOTA HOCOBBIX KDOBOTEUEHUI, HE IIPOIPECCHPOBAJIN JIETOYHBIE U 0(TATBMOJIOTHYECKHE OCI0KHeHuA. Jlabo-
paTopHble Mapkeps! BocriasieHus (CO3, C-peakTUBHBIH 6€10K) HOPMAJIHM30BAJINCH, IO/ITBEPANIIACH B-KileTouHas Jervtenus. KinHuaeckuit ciy-
yall rnojuyepkuBaet, uyto y gereid I'TIA moxker mportekatb ¢ ANCA-HeraTUBHBIM BapHaHTOM, IIPe00JIaIaHUEM JIOP-CUMITOMOB U arpecCUBHBIM
TeueHHeM, 4To TpebyeT paHHEeH U a/IeKBaTHONH HMMYHOCYIIPECCUBHOMN TE€pAIUU.

Knaoueswte croea: rpanyieMaros Berenepa, rpanysiemMaros ¢ HoauaHruuToM, ANCA-acconurpoBaHHBIA CHCTEMHBIH BACKYJIUT, aHTHHEUTPO-
¢rIbHBIE UTOIIA3MATHYECKHE AHTUTEIA.

Jlass yumuposanus: Cepexxkuna A.B., 'ankuna E.O., Xmenesckas 1.1, Pazunpkosa H.C., Munenkosa T.A. I'panysemaTos Berenepa y iereii.
Kaunuueckuil pazbop 8 obwetl meduyure. 2026; 7 (6): 129—132. DOIL: 10.47407/kr2026.7.6.00875

Wegener's granulomatosis in children

Aleksandra V. Serezhkina, Evgeniya O. Galkina™, Irina G. Khmelevskaya, Natalya S. Razinkova,
Tatyana A. Minenkova

Kursk State Medical University, Kursk, Russia
“evgenia.kravchenko12z@mail.ru

Abstract

A clinical case of granulomatosis with polyangiitis (GPA) in a 15-year-old patient is presented, illustrating the features of the course of the disease
in childhood. GPA is a rare, ANCA-associated systemic vasculitis characterized by granulomatous inflammation of the respiratory tract, glomeru-
lonephritis, and small vessel vasculitis. In children, the disease often debuts with pronounced ENT symptoms — chronic rhinitis, ulcers of the mu-
cous membrane, perforation of the nasal septum and recurrent nosebleeds, which was observed in this case. Despite the negative ANCA status,
the diagnosis was confirmed histologically (necrotizing vasculitis) and based on a typical clinical picture. The course of the disease turned out to
be autoaggressive and continuously recurrent, with the risk of rapid disability. Therapy began with glucocorticosteroids and upadacitinib, but a
sustained effect was achieved only after the inclusion of rituximab, a monoclonal antibody directed at CD20* B cells. Comprehensive treatment
allowed to stabilize the condition: The frequency of nosebleeds decreased, and pulmonary and ophthalmological complications did not progress.
Laboratory markers of inflammation (ESR, CRP) returned to normal, and B-cell depletion was confirmed. The clinical case highlights that in chil-
dren, GPA can occur with an ANCA-negative variant, a predominance of ENT symptoms and an aggressive course, which requires early and ad-
equate immunosuppressive therapy.

Keywords: Wegener's granulomatosis, granulomatosis with polyangiitis, ANCA-associated systemic vasculitis, antineutrophil cytoplasmic an-
tibodies.

For citation: Serezhkina A.V., Galkina E.O., Khmelevskaya I.G., Razinkova N.S., Minenkova T.A. Wegener's granulomatosis in children. Clini-
cal review for general practice. 2026; 77 (6): 129—132 (In Russ.). DOI: 10.47407/kr2026.7.6.00875

I‘ panysnemaros ¢ nonuanruntoMm (I'TIA), Takke n3BecT-
HBIH Kak rpaHysieMaTo3 Berenepa, npezcrasisieT co60i
HEKPOTHUBUPYIOIIUHI BaCKYJIUT, MOPAXKAIOIIUHA COCYbI MeJ-
KOTO U cpenHero kanubpa. I'TIA BXoguT B crieKTp 3aboJieBa-
HHﬁ, HU3BECTHBIX KaK BACKYJIUTbI, aCCOHUHUPOBaHHbIC C aHTU-
HEUTPODWIPHBIMU LHUTOIIA3MATUUYECKUMU AHTUTEIAMHU
(anti-neutrophil cytoplasmic antibody — ANCA). Jlsist aTOTO
3a60JIeBaHUs XapaKTepPHA TPUaZia: HEKPOTU3UPYIOIIUE Ipa-
HYJIEMbI BEPXHUX U HUKHUX JIbIXaTEJIbHBIX IIyTEH, CUCTEM-
HBIH BAaCKYJIUT W HEKPOTU3HUPYIONIUUA TJIOMEepYJIOHEePPUT.
Coob11a10ch 0 HEMOJIHOHM MiIu orpaHuYeHHOH dopme I'TIA,
IIPU KOTOPOH IMMOYKK OOBIYHO HE TOPAXKAIOTCS. J{bIXaTeTbHasA
cucrteMa — HauboJiee YaCThIH OpraH, MOpPa’KaeMbId IIpU
orpannueHHOM I'TIA, XOTs1 MOXKeT OBITh BOBJIEUeHA JII00ast

Jpyras cucreMa opraHoB. Takike OblIa oIHMcaHa OYeHBb
orpaHuyeHHasi ¢opma 3ab60JIeBaHUS ¢ KIMHUYECKUM ITOpa-
JKEHHEeM OJ[HOTO OpraHa, HanmpuMep IJia3da € IOpaKeHUeM
JTI0001 CTPYKTYPHI I71a3a. I'TIA — cjI0KHOe U IMMOTEHITHATIbHO
cMepTesibHOe 3a60JIeBaHIeE C BHICOKMM YPOBHEM CMEPTHOCTU
IIpU OTCYTCTBUU JieueHus [1-5].

ITepBorii ciryuait I'TIA GBI OIIMCAaH HEMEIKUM CTYZIEHTOM-
menukoMm XawHieMm Kinuarepom B 1931 r. B 1936 1. HeMerl-
kuil matosior @pusipux Berenep omucasn 3 ciydas cBoe-
00pa3HOTO BAaCKYJINTAa MEJIKUX U CPEJHUX COCY/IOB C TPaHy-
JIeMaTO3HBIM BOCIIaJIEHHEM U OIIpesiesIiJI 3TO 3aboieBaHue
Kak oT/esIbHy1I0 popmy Backynuta. B 1954 r. 'ogman u Yapr
omy0JIMKOBAIN 0030P, BKJIIOUAIONIUH 22 cay4as, u 3aboJe-
BaHHE CTAJI0 MOBCEMECTHO H3BECTHO KaK T'PaHyJIeMaTO3
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Berenepa. Tepmusn I'TIA, B oTsinune oT rpa"ysiemarosa Bere-
HEPA, OIUCHIBAET OCHOBHYIO IIaTOJIOTUYECKYI0O OCOOEHHOCTh
(rpaHysIEMaTO3HOE BOCHIAJIEHHE) U OTPAYKAET BACKYJIUTHOE
MopaskeHne COCYZ0B PA3TUUHBIX TUIIOB (MIOJTUAHTHUT).

Cpenu Tpex BacKyJIUTOB, accoluupoBaHHbIX ¢ ANCA, Hau-
6osee pacmpoctpaneH I'TIA. ExkeromHas 3a60J1€BaeMOCTDb B
MUDp€E OLICEHHUBAETCA B 10—20 CJIydaeB Ha 1 MJIH B 3aBUCUMO-
CTH OT reorpadHUUecKoro nojoxkeHus. bosiee Bhicokast 3a60-
JIEBaEMOCTh OTMEYAETCs B PETHOHAX ¢ 60J1ee XOJIOTHBIM KJTH-
martoM [6].

Yame I'TIA BcTpeuaeTcs y mpeicTaBUTENEN O€I0H pachl,
XOTSA MOKET HabJII0/1aThCsA BO BCEX PACOBBIX M ATHUUECKUX
rpynmnax. Bo3pact Hayasa CHMIITOMOB BapbUPyeTCS B IIH-
POKHUX IIpejiesiax, MUK 3a00JIeBa€MOCTH MPUXOAUTCSA Ha
64—75 net. OgHako B 7—13% ['TIA mposiBsieTcs y JieTed U
TIO/IPOCTKOB. B Bo3pacTHOMU rpymnme miazie 18 jIeT COOTHO-
meHue 3a00JI€Ba€MOCTU JKEHIIWH U MYXYHH COCTaBJISIET
TIPUMEPHO 2:1, TOI/Ia KaK Y B3POCJIBIX — 1:1.

B stnosornu I'TTA y4acTBYIOT CJI0KHBIE B3aUMOZeHCTBUA
TeHEeTHYECKUX, MUKPOOHBIX U HMMYHHBIX (HaKTOPOB.
KitroueByto posib urpatotr ANCA, mpenMyIIecTBEHHO HallpaB-
JIeHHbIe TPOTUB npoTenHasbl 3 (PR3), — OHU BBIABJISIOTCS
IpUMepPHO B 75% cirydaeB I'TIA. AuTHTe 1A K MUEIONIEPOKCH-
nase (myeloperoxidase — MPO) oGHapy»KHUBalOTCS JIUIID B
~10%, meHee 10% ciayuyaeB — ANCA-orpunaresnbHble. CBs-
3pIBasich ¢ PR3 Ha nmoBepxHocTu HelTpoduioB, ANCA akTu-
BUDPYIOT UX, BBI3bIBAasd aJre3UI0 K 3HJOTEJINIO, JleTpaHyJIfd-
1o, 06pa3oBaHye aKTUBHBIX (POPM KHCJIOPO/Ia U CEKPEIUI0
MPOBOCIIAJIUTEIPHBIX I[UTOKUHOB, OCOOEHHO HWHTEpPJIEH-
KUHA-8, YTO MPUBOJIUT K TOBPEK/IEHUIO COCYA0B U (HOPMU-
POBaHMUIO TPaHyJIEMaTO3HBIX TOpaskeHUH [7, 8].

V¥ manuentoB ¢ I'TIA ycuieHO oOpa3oBaHue HEUTPOGDUIIb-
HBIX BHEKJIETOUHBIX JIOBYIIeK (NETS) 1 cHUKeHA aKTUBHOCTh
JIHKas3sl I, 4To 3aTpyJHsEeT UX KIUPEHC U CIOCOOCTBYET Iep-
CHCTEHIINN ayTOAHTUTE€HOB U XPOHUYECKOMY BOCIAJIEHUIO.
Hapsny ¢ BposK/IeHHBIM HUMMYHUTETOM BaXKHA POJIb a/IallTHB-
Horo: B-ksetku, cnenuduunasie k PR3, KoppesupyioT ¢ aKTUB-
HOCTBIO 3200JIEBAHUS U PUCKOM PEITUIUBOB [9].

OcHoBHbBIE TeHeTHYeCKHe accoranuu npu I'TIA ykaspIBaoT
Ha BaXKHYIO POJIb HACJIE/ICTBEHHOH IIPEPACIIONIOKEHHOCTH B
matoreHese 3abosieBanusi. Myraruu B reHe SERPINA1, Koiu-
pyoOIleM a1-aHTUTPUIICUH, NPUBOAAT K AedUIUTY 5TOTO
6eJIKa M CHIIKEHHIO CIIOCOOHOCTH MHTHMOUPOBATh IIPOTEA3bI
HeUTPO(DUIIOB, UTO YCWINBAET UX TKaHepa3pyUIAIIIUN I0-
TEHIINAJI U CIIOCOOCTBYET Pa3BUTHUIO BacKyauTa. Iloymnmop-
¢usme! B rene CTLA-4, ydacTBYIOIIEM B PETYJIAIUN aKTUBA-
uuu T-1uM@onuTOB, MOTYT U3MEHSThH IIOPOT UMMYHHOTO OT-
BeTa U IOBBIIIATh PUCK ayTOUMMYHHOH JIUCPETryJIALNNH, ac-
coruupoBanHoil ¢ I'TIA. Ayutenrr PTPN22%620W cBsi3aHa ¢
HapylleHueM CUTHAJIbHBIX IyTed B T-KJleTKaX U KOppesu-
pyetr ¢ ANCA-TI03UTHBHBIM CTaTyCOM, YBEJTUUYUBASA BOCIIPHU-
HUMYHUBOCTb K Pa3JIMYHbBIM aYTOUMMYHHBIM COCTOAHUAM,
Brtouasi I'TIA. HocurenberBo amtenu HLA-DPB1*0401 us
CHCTEMBI TJIAaBHOTO KOMILJIEKCA THCTOCOBMECTUMOCTH Kylacca
I moyfuepKUBaeT 3HAYUMOCTh AaHTUTEHHOHN INpe3eHTaIlu! B
¢opmupoBaHuU TpaHyJIEMaTO3HOTO BochajieHus. Kpome
TOTO, OnpeeneHHsbie moaumopdusmbl FeyRIIIb (CD16b) Ha
TIOBEPXHOCTU HEUTPOGUIOB M MAaKPO(hATOB BJIHUAIOT Ha CBS-
3bIBaHHE HUMMYHHBIX KOMILIEKCOB, (PAaronuTapHyI0 aKTHUB-
HOCTH U IIPOBOCITAJINTEILHBIN OTBET, TEM CAMBIM YCHJINBAA
COCY/ZTHCTO€e BOCIaJieHue [10].

Otmeuaercs, YT0O UHMEKIUU MOTYT BBICTYIIATh KaK TPUT-
repbl ¥ MOJYJIATOPHI KJINHNYecKoro ¢peHorumna. Hanpumep,

KOJIOHH3AIUsl CAu3UCThiX obosouek (CO) Staphylococcus
aureus accoruupoBaHa ¢ obocrpenusamu I'TIA v HHAYKIIHEH
NETSs. Takrke 0OHapy»KUBaJIU CBSI3b ¢ BUpycamu — renatuta C,
dumiTefina—-bapp, IUTOMerajoBUPyCOM U IapBOBHUPYCOM
B19, KOTOpBIE MOTYT HAPYIIATh UMMYHHYIO TOJIEDAHTHOCTD U
3aIlyCKaTh ayTONMMYHHBIH OTBET.

Atmosnorus I'TIA obycnosnena ANCA, KOTOpbIe BEI3BIBAIOT
MMMYHOOIIOCDE/IOBAHHBIH BACKYJIUT COCYZIOB MEJIKOTO H
cpemHero Kayubpa, IpenMyIlecTBEHHO MOPaKAIOIINHI YIIH,
HOC, TOpJIO, Jierkue U Nouku. OcHOBHBIE ociokHeHU:A ['TIA
CBS3aHBI C HEKPOTUBUPYIOIINM CHHYCHUTOM, JIETOYHBIM Ka-
NIWIAPUTOM U TJIOMepyoHedputom [11].

ITaToreHe3 HaYMHAETCsI ¢ HEUTPODUIBHBIX MUKpoabciec-
COB, KOTOpbIe TPAaHC(HOPMHUPYIOTCS B HECTPYKTYPUPOBAHHBIE
TpaHyJIeMbI, COCTOAIINE U3 TUTAHTCKUX KJIETOK, TUM(OITUTOB,
IJIA3MATUYeCKUX U ICHPUTHBIX KJIETOK. B oTinune oT rpaHy-
JIeM TIpU TyOepKyJie3e WU CAPKON/I03€, OHU He UMEIOT YeTKON
OpraHu3anuu. DTU TPAHYJIEMBI BBI3BIBAIOT OKKJIIO3HIO COCY-
JIOB, Pa3pyLIalOT IOJICJIU3KUCTYI0 000JIOUKY U IPOHUKAIOT B
XPSAIIY U KOCTH, IPUBOJS K HEKPO3Y U AepopMaIusaM, HallpH-
Mep CeZIOBHIHOM opme Hoca [12].

3aboJsieBaHue 4acTo AeOITUPYET ¢ HEeCTeNUMUUECKUX CH-
CTEeMHBIX CHUMIITOMOB: JINXOPA/KU, HEJIOMOTAHUs, MOTEpU
Macchl TeJia, apTPAJITUH U MUAJITHH.

ITopaskeHue BEpXHUX ABIXaTeIbHBIX ITyTel HabI0aeTcs y
~90% TAaNNEeHTOB: XPOHUYECKUH CHHYCUT, PUHUT, HOCOBBIE
A3BBI, KDOBOTEUEHU A, CDETHUH OTUT ¥ MACTOUINT. Bocmase-
HUe MOKeT IIPUBECTH K nepdopariuy HOCOBOH I1eperopoaKu
WJIY KOJUIATICY CIIMHKU Hoca. [Toutn y 50% manueHToB mopa-
JKaIOTCA JIETKHe: KallleJIb, OJIBIIIKA, KPOBOXapKaHbe, HH-
¢ubTpaThl WIN y3eJKU Ha peHTreHorpaduu. TuddysHoe
aJIbBEOJIIPHOE KPOBOTEYEHHE — IOTEHIUAJIBHO JIETAJIbHOE
ociyiockHeHHe. [lyeBpasibHbIE BBINOTHI BCTPEUYAIOTCA B 15—
20% ciy4daeB. IlouedHoe nopaskeHue BBIABIIAETCA Y 10—20%
IIPU IIepBOM OOpallieHnHy, Ho pa3BuBaercs y 80% B TeueHue
JIBYX JIET B BH/IE CEPIIOBUHOTO IJIOMeEPYIOHePHUTa, YaCTO
MIPUBOAAIIETO K TEPMUHAIBHON ITOYEYHOH HeI0CTaTOYHO-
cru. I'J1a3Hble IPOSIBIIEHNS BOBHHUKAIOT OoJee 4eM y 50% ma-
IIMEHTOB: CKJIEPUT (BKJIIOUAs HEKPOTH3UPYIOUIUH), KOHB-
IOHKTHUBUT, SIHUCKJIEPUT, yBeuT. Ilepudepuyueckuil s3BeH-
HBI KepaTUT MOKET BbI3BaTh Iep(OpaIui0 POTOBUIIBL. Y
10—15% — peTpoOyILO6ApHBIE TICEBAOOITYX0IU, IIPUBO/ISAIINE
K 9K30(TasbMy, AUIUIONNN UIU IOoTepe 3peHuda. Yacto Ha-
Gs1ro1aeTest 0OCTPYKITUS HOCOCIE3HOTO mpoToka [13]. ITopa-
JKeHHe yXa BKJIIOUaeT KaK KOHAYKTHUBHYIO (13-3a AuChYHK-
LUU CJIyXOBOH TPYOBI), TAK U CEHCOHEBPAJILHYIO TYTOYXOCTb,
a Tak)Ke BeCTHUOYJIsIpPHbIE HAPYIIIEHUs, CEPO3HBIA OTUT U Ma-
ctounuT [14, 15]. KoxxHble iposiBieHus (y 50—60%) — maib-
nupyemas Iypllypa Ha HUKHUX KOHEUHOCTAX, IOJKOXKHBIE
y3esKku (4acto B 00J1aCTH JIOKTEH), S3BBI, TAIMYJIBl U BE3U-
KyJIBL. Y3€JIKH MOTYT UMUTHPOBATh PEBMATOUTHBIA apTPUT
[16]. HeBposornueckue HapyuieHus (y 30—40%) — Ipeumy-
LI[ECTBEHHO TepudepruecKkrie HEHPOIATUH, BKIJIIOYAs MHO-
JKECTBEHHBI MOHOHEBPHUT; Peke — KpaHUaJIbHbIe Helpora-
TUU, TAXUMEHUHTUT, CyZOPOTH U IepebpUT. APTpairuu u
MUAJITUX OTMEYAIOTCS Y 70% MAIUeHTOB, HO UCTUHHBIHA apT-
puT penok. Hasmume MOAKOKHBIX Y3€TKOB U ITOJIOXKUTEIb-
HOTO PEBMAaTOUHOTO ()aKTOpa MOXKET IIPUBECTU K JIMAarHO-
cruueckol onrnbke. ITopaskeHne cep/ilia BCTPeYaeTcsi PesIKo
U BKJIIOYAeT NEPUKAPAUT, KIallaHHbIe HAPYIIEHU U KOPO-
HapHBIN apTepUMUT.

Huarsoctuka I'TIA 3aTpy/iHeHa u3-3a Pa3HOOOPa3HUs KIU-
HUYECKUX TPOABJIEHUN. VCTOPUYECKH IUarHo3 OCHOBBI-
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BaJICSl HA TPUAJie: TPAHYJIEMATO3HOE TTOPAKEHNE JbIXaTeb-
HBIX IyTeW, TJIOMepyJIOHEDPUT U CUCTEMHBIH BaCKYJIHT.
Kpurepun ®ayun TpeOyIOT MOpa’keHUsA KaK MUHUMYM JBYX
U3 Tpex cucrteM (BepxHHE JbIXaTeJbHBbIE IIyTH, JIETKHUE,
MTOYKH) ¥ TIOATBEPIKAEHUS OHoTIcHel XOTs ObI B OHOM [17].

AMepUKaHCKHUH KOJUIEK PEBMATOJIOTUH IIPE/IJIOKIIT U~
arHOCTUYECKHEe KPUTEPUU:

1) BPUTPOIUTAPHBIE I[UIUH/PHl WIH >5 3PUTPOIUTOB B
MOYE;

2) aHOMaJINU Ha PeHTTreHorpadun JIeTKUX;

3) SI3BBI BO PTY WJIU HOCOBBIE BBIJI€JIEHNS,;

4) TpaHyJIeMaTO3HOE BOCTIAJIEHHE TTPU OUOTICHH.

Hanuuue =2 kpurepueB faeT 4yBCTBUTEJIBHOCTb 88% u
crierupUIHOCTH 92%.

Cucrema ELK (E — sop-oprausl, L — jerkue, K — mouku)
AOITyCKaeT JUarHo3 Ipyu TUIIMYHOM IIPOABJICHUU B O[[HOI>'I us3
00J1acTe, OITBEPIKIEHHOM THCTOJIOTUYECKU UJTH TI0JIOXKU-
TesibHBIM Cc-ANCA. ANCA BboIsABIAIOTCA ¥ 80—90% marnueH-
TOB ¢ cucteMHbIM I'TIA: B 80—95% ciyyaeB aTto c-ANCA k
PR3, pexxe — p-ANCA k MPO. IIpu orpanudeHHoil popme
ANCA mnosiokuTesbHBI B 50—80% ciyuaeB. 3abosieBaHHe
npu MPO-ANCA 06bIYHO MeHee arpecCHBHO, TOT/la Kak
PR3-ANCA accouuupoBas ¢ 60jiee BBICOKUM PHCKOM PeIy-
nuBa. OgHako ANCA-orpunatenbubiii I'TIA Bce eme ocra-
€TCs IMarHOCTUYECKOH mpobsiemMoit [18].

Tutpet ANCA KOppeNHupyIT C aKTHUBHOCTBHIO 0OJIE3HU
JUIb Y 64% MauueHToB; y 40% OHU OCTAIOTCA ITOBBIIIEH-
HbIMHU faxe B pemuccun. MPO-ANCA MosxeT OBITh CBA3aH C
PEe3UCTEHTHOCTHIO K TEPAIIUH.

Hecnernuduyeckue sabopaTopHble TPU3HAKHU BKJIIOYAIOT
JIEWKONINTO3, aHEMHI0, TpoMOOIuTO3, MoBbImeHne COD
(JIyuiire oTpaskaeT aKTUBHOCTb, ueM C-peaKTUBHBIN O€JIOK) U
uMMyHorno0yinHa E. PeBMartonmHb (akToOp IMOIOKUTE-
JieH Gosiee yeM y 50% manueHToB. [Ipy 003peHnn Ha Io-
YeyHOoe MOpaKeHHUe OIEHUBAIOT MOYEBOM 0Ca/I0K, IPOTEUH-
YPHIO U KJIMPEHC KpeaTHHUHA.

Buorcus yare 6epercst U3 JIETKUX WIN MOo4YeK (HEKpOTHU-
3UPYIONIUH rJIoMepyioHedpuT). Busyanusanus (peHTreHo-
rpadus/kommbioTepHas Tomorpadusa — KT serkux, masyx,
OpOUT) NOMOTAET BBIABUTH MOPAYKEHUS U BHIOPATh MECTO
u1s1 Guoricuu [19, 20].

B xauecTBe WILTIOCTpAIU¥ IPUBOIUM HCTOPHUIO OOJIE3HU
Anexcagzapsl III. 15 jeT, mpoxoAWBIIEN JeUeHE B PEBMa-
TosoruueckoM otaeneHnu OI'AY «HanuoHaabHBIA Meau-
IIUHCKUH WCCIeIOBATEIbCKUN IEHTP 370POBbs JIeTEN »
Munsgpasa Poccun.

ITanyeHTka — peGEHOK OT 3-H OEpeMEHHOCTH, IIPOTEKAB-
el 6e3 MaToJIOTHH, 2-X CPOYHBIX CAMOCTOSATETHHBIX POJIOB.
Macca Teyla mpu pOXKAEHUH 3400 T, JJIMHA Teja 51 CM,
oreHka no mkaie APGAR 8/9 6asios. B Bozpacre 12 jer na-
IHeHTKa obpaTmiachk ¢ kamobamMu Ha 0OOJIb B TopJie, 3aJI0-
JKEHHOCTh HOCA, IOoJIydasa MacCHPOBAHHYIO aHTHOAKTEpH-
aJbHYI0 Tepanuio 6e3 addexra, yaydileHUe HACTYIUIIO
TIocJIe IeKCaMeTa30Ha.

Ha KT opranos rpyanoii kietku — OT'K (dbeBpanb 2023 T.) —
nHeBMO(uOpo3, pubpoaTesekTazpl, OPOHX0IKTA3hl B S6;
W3MEHEHUs COXPAHsUIUCH B TeueHue roja (puc. 1). C aBrycra
2024 T. — yXy/llIeHue B BUe HapacTaHus mepdoparuu Ho-
COBOU IIEPEropojiKY, MOCTOSHHBIX HOCOBBIX KPOBOTEUEHUH,
S13B B TIOJIOCTH HOcA. I10 JaHHBIM OUOIICUY CEHTSIOPS 2024 T.
JIUaTHOCTUPOBAIN XPOHUYECKHUI 5pPO3UBHO-A3BEHHBIH pH-
HUT, OPOHXOCKOIIHS TOKa3aia XPOHUUECKUH OGPOHXHUT C Ie-
pubpoHXUATHHBIM IMTHEBMO(DUOpo30M. JITabopaTopHbIe TaH-

Puc. 1. KT-kapTuHa OTK, ¢eBpanb 2023 r.
Fig. 1. CT picture of chest organs, February 2023.

Hble — ANCA, a"THTesNa K ABycnupanbHor JJTHK orpuia-
TeJIbHBI, AHTUHYKJIeapHBIA (hakTop 1/320. JleueHue jexca-
METa30HOM BpPEMEHHO KyNHPOBAJIO CUMITOMBI, HO yCHUJIH-
BaJIO HOCOBBIE KPOBOTEUEHUA.

B okTsI6pe 2024 T. TOCHUTATIN3UPOBaHA B J[€TCKYI0 TOpO/I-
ckyto bonpHUIYY N22, paccMoTpeHa Bo3MOKHOCTh ANCA-He-
TaTHBHOTO BacKy/JHUTa. B HOAOpe 2024 T. TOCIHUTAIU3UPO-
BaHa B Cankr-IleTepOyprekuil rocyiapCTBEeHHBIN ITeaTpU-
YeCKUH MEeIUIUHCKUI YHUBEPCUTET — JIaOOpATOPHOH aK-
TUBHOCTH HeE BBIABJIEHO, HHEKINN UCKIIoUeHbl. HazHaueH
ynaganuTuHuO — 6e3 apdexra. B AHBape 2025 T. MOATBEP-
JKIeHa epdopanys Ieperopo K, OUOIICUs — aKTHBHOE He-
cunernuduUIeckoe BOCIHAJIEHHE, HEKPOTHU3UPYIOUINE BaCKY-
JIUTHI. AHTUHYKJIEapHBIH (aKTOp MOBBICHICA JI0 1/640.
ITpusHakm cyxoro rjiasa no ocMotpy odraabmosiora. Immy-
HOCyTIpeccHs He KOPPEKTUPOBAIACH.

B mapTte 2025 . rocnuTanu3upoBaHa B HaruoHabHBIN
MEeIUIMHCKUY HCCIe0BATEbCKUIM IEHTP 37]0POBbs JleTeil
110 KU3HEHHBIM IIOKa3aHUAM H3-3a ayTOArPECCUBHOTO He-
MIPEPHIBHO-PENUINBUPYIONIETO TE€UEHHUA C PUCKOM HHBAIH-
auzanuu. VHUDUUPOBAHO JiedeHUe: IPeJHU30JI0H
20 Mr/cyT (10 CHUKEHUS 10 10 MT), IyJIbC-Tepaus MeTUJI-
MIPETHU30JIOHOM (375 MT X 3), HayaTa TepaIus PUTYKCHMa-
60oM (375 Mr/M? 4 BBefieHuUs1). [IpOAOIKIIIN yIaAaIUTUHNIO
15 mr/cyt. [Ina npodWIaKTUKH TPOMOO30B — HaJpOMapuH
KaJIBIIHA, JIUTS MPODUIAKTUKY ITHEBMOIIMCTHOU MH(EKITUH —
KO-TPUMOKCA30JI.

BBIsABIEHBI 10.04.2025 UMMYHOIJIOOYJTUHBI M K ITHEBMO-
[FICTaM — Ha3HAYeH TepareBTUYECKUN Kypc CysbpaMeToK-
ca30J1a/TPUMETONIPUMA, 3aTeM IepeXof Ha MPOMUIAKTUKY.
[Tycryse3Has ChIIb 21.04.2025 KyIMHPOBaHA MECTHBIM Jiede-
HUEM; 24.04.2025 — pBOTa, JieHKouuTo3 (15,55%109/J1), Hel-
Tpoduses, cjaerka NOBBIIIEH IPOKAIBIIUTOHUH — Ha3HAUYEeH
aMUKAaIlH, COCTOSHHE CTabMIN3UpOBajoCch. Brimmcana c
VIIyJIIeHUEeM, peke HOCOBbIe KPOBOTEUEHH .

Ha MOMEHT IJIaHOBOH rOCIUTATU3AIUN — CTAOMIIBHOE CO-
CTOSIHUE, PETYJIAPHBIN IIPHUEM TE€PAIU, CHIKEHUE YaCTOTHI
HOCOBBIX KpoBOoTeueHnH. PoHOBasA Tepanus: MPeIHU30JI0H
10 MT, yIaZanuTUHUG 15 MT, KO-TPUMOKCA30JI 720 MT 3 pasa
B HEJIEJII0, 930MeIpPasol, XKeje30, GoireBas KUCIOTa, BeH-
JadaKCUH, X0JIeKaTbIIGbepPOI.
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Ilo maHHBIM J1a6OPATOPHBIX MCC/IEIOBAHUM, Y JEBOYKHU B
001eM aHaIM3€e KPOBU OTMEYAETCsI M30JIMPOBAHHAs, BEPO-
SATHO, MHAYIITPOBAHHASA aHTHU-B-KJIeTOUHOU Tepanue, JTuM-
domennst (mumborUTH 1,06Xx109/71), OCTa/IbHBIE IMOKa3a-
TeJ B HOpMe (JIEUKOIUTBI 7,71X10°/JI, HEUTPOQUIIBI
6,32x109/71), aHEMHHU, TPOMOOINTO3a/TPOMOOIIUTOIIEHUN
Her, CO9 2 mMm/4. [To HaHHBIM OHOXMMHYECKOTO aHAIM3A
KPOBU OTMEYAETCS IOBHIIIIEHUE COZIEPIKAHNSA TaHKpeaTHye-
ckoil ammiassl 1o 81,7 En/i1, B octabHOM 6€3 KITMHUYECKU
3HAYUMBIX U3MeHeHUH, C-peaKTUBHBIA O€JI0OK OTpUIIATEb-
HbIH. 10 JaHHBIM UMMYHO(MEHOTHITHPOBAHUSA JTUMMOIUTOB,
coxpansiercs nemternuss CD19* B-sumdoruroB. B obmem
aHaJIM3€e MOYHU — CJIe/IoBasi MPOTENHYPHS, MOYEBOH 0CAJIOK
He U3MEHEH.

Ilo maHHBIM YJIBTPA3BYKOBOTO HCCJIETOBAHUA OPTaHOB
OPIOIIHOH II0JIOCTH OTMEeYaeTcsl KapTHHA BTOPUIHBIX U3Me-
HEHUH TO/KEJTY/IOYHOU JKeJe3bl.

Ha cepun xommbioTepHbIx ToMorpamm OT'K B S5 ob6oux
JIETKUX COXPAHAKTCA MelloT4daTbie 6pOHX03KTaSBI C He-
CKOJIBKO YTOJIIEHHBIMU CTEHKAaMU U COXPAHEHHBIMH IIPO-
cBetaMH — 0Oe3 cyliecTBeHHOH nuHaMuku. Ha sTom ¢oHe B
S5 (Gospliie crmpaBa) COXPAHSAIOTCS TSIKHUCTBIE YYACTKU
VIUIOTHEHUsI JIETOYHON TKaHU. B 6a3ayibHBIX CerMeHTax
HIKHUX JIOJIEH ¢ 00eMX CTOPOH COXPAHSIOTCS TJIEBPOILYJIb-
MOHAQJIbHBIE TSKU DPA3JIMYHONA WHTEHCUBHOCTH. Pasmepsl
JMMGOY3JI0B CPEOCTEHUsI M KOPDHEH JIETKUX B IpeZesax
HOPMAaJIbHBIX BeJIMYNH. B cpaBHEHNU C IPEABIIY UM HCCIe-
JloBaHUEM — 0e3 CyIeCTBEHHOH MUuHAMUKH (puC. 2).

Ilo nanubiM KT 0K0OJIOHOCOBBIX ITa3yX KOCTHAS YACTh HOCO-
BOW ITEPETOPOJIKY COXPAHSIETCS OTKJIOHEHHOM BJIEBO JI0 9 MM
C HaJIMYHeM KOCTHOTO TpebHs U AedopMarueil cpeiHei Ho-
COBOU paKOBUHBI cjieBa. B HOCOBOI Ieperopojke coxpa-
HAeTcA fedeKT pa3MepoM /10 11 MM. B mpaBoil BepxHeue-
JIIOCTHOU TIa3yxe COXpaHseTcsl KUCTO3HOoe paspacranue CO
10 HUKHEU CTeHKe 6e3 BUANMOM JMHAMUKHU Pa3MeEPOB IIOT-
HOCTH C HQJIMYHEM HEOHOPOJIHOTO THIIEP/IEHCHBHOTO CO-
AEPXKUMOTIO. B JIeBOI>JI — OTMEYaeTCd MUHUMaJIbHOE IIPUCTe-
HouHOe ytosenue CO. BpIsiBJIEHHOE ITPU IPEJIBIAYIIEM UC-
cel0BaHUM KUCTO3HOe pazpacranue CO omnpenesnsercs.

ITo JAaHHBIM JE€HCUTOMETPUU MUHEpaJibHasd IIJIOTHOCTb
KOCTE HAaXOJUTCSI Ha HU)KHEH TPaHUIE BO3PACTHBIX
3HaYEeHUU — 0,957 I'/cM?, Z-score=-1,7.

YuuTthiBas ayToarpecCUBHBIN XapakTep 0OJIe3HHU, HeIpe-
PBIBHO-PEIUUBUPYIOIIEE TEUEHNUE, C IIeJIbI0 IIPeJ0TBpAalIe-
HUs IPOTPECCUPOBAHUSA MPOsIBIEHUH 3a60eBanus (mepdo-

Puc. 2. KT-kapTuHa OlK, anpenb 2025 r.
Fig. 2. CT picture of chest organs, April 2025.

[~ -

panus Ieperopo/iku Hoca, THeBMO(HUOPO3, IOpaskeHne op-
raHa 3peHUs) U MHBIN/IU3AINH [TAIIHeHTKN II0Ka3aHO IIPO-
JIOJDKUATHh TEPANNI0 CHCTEMHBIMH TJTIOKOKOPTHKOCTEPOH-
JlaMH{ B BHJIE IIPETHU30JI0HA IIEPOPAJIBHO B 7103€ 10 MT/CyT
(0,2 MI'/KT B CyTKH) BHYTDPb JUIUTEIBHO B COUETAHUH C Tepa-
el celeKTUBHBIM HMHTHOUTOpoM JAK-KWHA3 ymajanuTu-
HHUOOM 15 MT'/CYT BHYTDb.

YuuteiBag MPOBOAUMYIO TEPaIUI0 TTIOKOKOPTHKOCTEPO-
HUHBIMU IIpellapaTaMy, OsABJIeHIE IPHU3HAKOB OCTEOIIeHHH,
pebeHKy IOKa3aHO Ha3HavYeHHe alb(aKajablUoIa B /103€
0,5 MKT/CyT BHYTDb.

Ha ocHOBaHMN NOJy4eHHBIX Pe3yJIbTaTOB O0OCIIETOBAHMA
MOKHO CyZUTh 00 9((PeKTHBHOCTH ITPOBO/IUMOM Teparuy, mo-
Ka3aHNH /U1 KOPPEKIINY TEPAITUH B HACTOAIIEe BpEMs HET.

JlaHHBI KJIWHUYECKUH CiIydail IOKa3bIBaeT, YTO He-
CMOTps Ha 00IIKe aToreHeTUYeCcKre MEeXaHU3Mbl 1 OCHOB-
Hble KJINHUYEeCKHe YepTHl, Y JleTeld B OTJIMYHe OT B3POCJIBIX
qarre IOMIHUPYIOT JIOP-IIPOABJIEHN, MEHee BBIPaKEHbI Jie-
TOYHBIE ITOPAJKEHUsA, a TAKIKe OTMedaeTcs Oojiee arpeccuB-
HOe Havaslo, Tpebyrolree OBICTPOH INarHOCTUKY U TEPAIIUU.
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