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AHHOTAIUA

['panyemMaro3 ¢ MOIMAHTHUTOM, pPaHEee U3BECTHBIN Kak TpaHyjaeMaTo3 Berenepa — ayTonMMyHHBIE
AHTUHEHUTPOPUIbHBIC ITUTOTUIA3MATHUECKUE AaHTHUTENa, ACCOIMUPOBAHHBIA CHUCTEMHBIM BAaCKYIUT C
MIPOTPECCUPYIONINM TEYCHHEM. [ paHyIemMaro3 ¢ MOJUAHTHUTOM OCTAETCS OJHUM M3 CAMBIX TSDKEIBIX U
MIPOTHOCTUYECKH HEOIArOMPUATHBIX CHCTEMHBIX BACKYJIUTOB, YaCTOTa KOTOPOTO PacTeT CPEIu JETEH.
B cratee mpuBeneH 0030p COBPEMEHHOU JUTEpaTyphl, MOCBIIICHHOW TPaHyJIeMaTo3y C MOJMAHTUHUTOM,
BKJTFOUAIOIIMK B C€0s BOMPOCHI ATHOJOTHUM, IMATOTE€HE3a, KIMHUYECKHX MPOSBICHUA W JTUArHOCTUKH,
KOTOpas B HACTOSIIIIMIT MOMEHT BPEMEHHU HYKJIAeTCs B aKTyalH3allid U CHCTeMaTHU3alliu BO M30eKaHue
BpaueOHbIX OMMOOK. B cTarhe Takke MpencTaBlieH Ciiydall TeHepaIu30BaHHON (OpMBI rpaHylIeMaro3a
C TIOJIMAHTUUTOM y pebeHka 12 JeT, ¢ mopakeHHeM BEPXHHX bIXaTeIbHBIX MyTEH, JIETKUX, TOYEK;
KOTOPBIA OTpa)kaeT TPYAHOCTH TUATHOCTUKU T'PAHYJIEeMaTo3a MPH HAIMYUKA COMYTCTBYIOIICH IMAaTOIOTHH.
Ha xnmuHnyeckoMm npumepe o0Cy»KIaeTcsl BAKHOCTh paHHEH KOMIJIEKCHON OLIEHKH COCTOSTHUSI OPTaHOB U
CHCTEM JIJIsl Ha3HAYCHHS aJICKBaTHON CBOEBPEMEHHOM Tepanuu BO N30eKaHne HeOOpaTUMBIX OCIIOKHEHUN
TIPU TPaHyJIEMaTO3€ C MOJTHAHTUUTOM.

Knroueevle cnosa: pebernox nybepmamnoco 803pacma, 2paryiemamos ¢ NOJUAHSUUMOM, 8ACKYIUN,
acnepeunne3nas NHe8MOoHUsl, XPOHU4ecKas 001e3Hb NoYeK, AHMUHeUmpo@uUIbHble YUMONIAZMAMUYecKUe
anmumend.

Beenenue

['panynemaro3 ¢ moJuMaHruuTOM (nanee —
I'TIA), panee u3BecTHBIN Kak rpaHyaemMaro3 Berene-
pa — 3TO CUCTEMHBIM UMMYHOJIOTUYECKU OIIOCPENO-
BaHHbBIN BaCKYJIUT, XapaKTEPU3YIOLUICS pa3BUTHEM
IPaHyJIeMaTO3HOIO BOCHAJICHHUS W HEKPOTU3UPY-
IOILEr0 BaCKYJIMTAa MEJIKHUX COCYHOB C IpeUMYyIIe-
CTBEHHBIM TIOPAKEHUEM BEPXHUX JIbIXaTEJIbHBIX
myTeH, Jerkux, modek. [y manHOTO 3a00JeBaHus
XapaKTepHO HAIMYME AHTUHEUTPO(PUIBHBIX IUTO-
riazmarnyeckux antuten (nanee — ANCA) [1].

I'panynemaro3 ¢ IOJIMAHTHUTOM OCTAETCs
OIHMM M3 CaMbIX TSDKEJIBIX U MIPOTHOCTUYECKU HE-
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OaronpHusATHBIX CUCTEMHBIX BacKynuToB [2]. Hau-
Oosee yacTo 3aboneBaHUe AUATHOCTHPYETCS Y JIFO-
neit B Bozpacte 64-75 neT ¢ pacipoCTpaHEHHOCTHIO
otT 24 o 157 cnyyaeB Ha | MuuMOH *)utenei [3].
B nocnegnue roasl otMedaeTcst TEHASHIIMS K YBEIu-
yeHuto yucna 6onbHbIX ¢ ['TIA cpeau merckoro Ha-
cejicHus, Janie OOJNEI0T IEBOYKH, ¢ JeOTOM 3a00-
neBaHus B Bo3pacte 11,7 et ¢ MmeguaHou 3a1epKKU
noctaHoBkH auarHosa 4,2 mecsina [4]. [TomoOHbIi
JUTMTENLHBIA TUATHOCTUYECKUIN TTOKCK, 0 MHEHHUIO
aBTOPOB, CBSA3aH C OTHOCUTEILHOW HEOCBEIOMJICH-
HOCTBIO TMEpCOHAaNa MOJUKIMHHUYECKOTO 3BEHA WU
nenuarpoB o cymectBoBanun ['TIA, poctom 3a00-
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JIECBAEMOCTH y JIE€TEH, HAJIMYUEM COITYyTCTBYIOLIEH
MaTOJIOTUM M MHOroo0pa3sueM KIMHUYECKUX Ipo-
sierieHui. TpeOyeTcst ONTUMHU3UPOBATH JUATHOCTHKY
I'TIA y nereii st COKpalieHUs] BpEMEHH, HEOOXO-
JMMOTO Il TIOCTAaHOBKH JIMarHo3a, MoTOMY 4TO 3TO
HMEET OIpeieNsolee 3Ha9YeHNE B CKOPOCTH Pa3BU-
THUS TSKEIBIX OCJIOKHEHHH OOJIe3HU.

Lenpto maHHOW pabOTHI SIBISAETCS aKTyalld-
3auust MHGOPMAIMK O TPaHyIEMaTo3€ C MOJUAHTH-
UTOM C MPUBJICYCHHEM BHUMAHUS K HOBBIM JIMATrHO-
CTHUYECKUM KPUTEPUSIM U 0COOEHHOCTSIM MOATBEPIK-
JIEHUS IMarHo3a y JAeTeu.

OTHOJIOTHA U NTATOreHE3. DTUOJIOTHS TPaHy-
JIeMaTo3a C MOJIMAHTMUTOM HM3ydeHa HEeIOCTATOYHO.
Cuuraercs, 4To pa3BUTHE 3a00JIEBAHUSI CBA3aHO C
HaJIMYMEeM TIeHETUYECKOW MperpacioioKeHHOCTH
U UMEIOIMMCSI B OpraHU3Me TPUITEPHBIM 04arom
nHpeKun: OaKTepUaIbHON, BUPYCHOW WU TpUO-
KOBOU. Jle(heKTHBIE MMMYHOPETYISITOPHBIE DEak-
MM Ha BO3JEHCTBUSA OKpYKArOWIEH Cpeibl, TaKue
Kak MH(QEKIMU WX ayTOAHTUI€HbI, IPUBOIST K U3-
OBITOUHOW MPOAYKLUMHU MPOBOCIAIUTEIbHBIX IIUTO-
kuHOB Thl, Th17, TNF-a u IFNy (unTepneiikuna
17, uatepneiikuna 1, ¢pakTop HEKpO3a OMyXoie u
ramMmma-uHTepQepona), 4to, B CBOIO O4epe/ib, MOKET
MIPUBECTU K PA3BUTHIO BOCHAIUTEIHHOIO TpaHyJe-
MaTO3HOT'0 MOPAXKEHUSI COCYIOB 3a CUET MPOTYKIIUU
antuHenTpogmibHbiXx antuten ANCA [5]. ANCA
aKTUBHPYET HEUTpOoUIBl — 3TO YCHIIMBAeT ajre-
3MI0 JICWKOLIUTOB K 3HJOTEJIMIO U BBI3BIBAET Jlerpa-
HYJISILIMIO C TOBPEXKICHUEM SHAOTEIUABHBIX KJle-
TOK, YTO MPHUBOAUT K HEKPO3Y COCYIUCTOIN CTEHKH,
OKKJIIO3UM MpOcBeTa U (HOPMHUPOBAHUIO IPaHYIIEM
B CT€HKax cocyloB. [6; 7]. B kaduecTBe reneruue-
CKOM cocTapisironieit stuonarorenesa ['TIA mpu-
HATO paccMaTpuBaTh JIe(hEKTHBIN aiens anbda-1-
AQHTUTPUIICUHA, MyTallUU B T€HE LIUTOTOKCUYECKOTO
oenka 4 (CTLA-4), myTanuy reHa TpOTEHHA3bI-3
(manee — PRTN 3) u apyrue [5]. UndexnuonusI-
MU TPUITEPAMU MOTYT IOCIYKUTh KOHTaMUHALIUS
Staphylococcus aureus, rppOkoBoe opaskeHue, BU-
pyc renarura C (manee — HCV), nmutomeranoBupyc
(manee — CMYV), Bupyc DmmreitHa-bappa (manee —
EBV) u mapBoBupyc [5].

Tabauna 1. OcHoBHble nposiBneHus ['TIA

Knuanueckass kaptuna. [[ns cucteMHOro
renepanmzoBanHoro I'TIA xapakrepHa Tpuana: mo-
paxenne JIOP-opraHoB (HOCOIJIOTKH, OKOJIOHO-
COBBIX TA3yX, yXa, TOPTaHH), JETKUX M TMo4eK [8].
OnuchIBalOT BApUAHTBHI C TOPAKEHUEM BEPXHUX JIbI-
XaTeJIbHBIX MyTeH U JIETKUX, JIETKUX U MOYEK, pexe
— W30JIMPOBAHHBIA BapUaHT C MOPAKEHUEM TOJIBKO
nerkux. [lopaskeHre BEpXHUX JbIXATENIbHBIX MTyTeH
BcTpedaetcs B 87 % HaOmiofeHui, Kak MpaBuiio, B
nebrote 00se3Hu, IPH BBISBICHHOMN cTaauu — B 90-
94 % ciyuaes. [lopaskeHue Jerkux HaOmonaeTcs B
69 % cirydaes, mouek — B 48 % [8]. B BepxHux apixa-
TEJIbHBIX MYTSAX Pa3BUBAIOTCS BOCIAJICHHUE, HOCOBBIE
KPOBOTEUEHUSI, U3bS3BICHUE HOCOBOW MEPErOPOIKU
u (popmupoBanue cenyoBuIHON hopMbl HOoca. Kiac-
CHUYECKUM OTOJIAPUHTOJIOTMYECKUM MPOSIBICHUEM
I'TIA sBnsiercss ANCA-UHAYIMPOBAHHBIN CPEAHUI
OTUT [9], KOTOPBI HE OTBEYAET HA TEPAIUIO aHTH-
OMOTHKAMU U OBICTPO TPOTPECCUPYET K PA3BUTHIO
TYTOyXOCTH. 3a/IEp’KKU B IMArHOCTHKE U HaJaje Te-
panuy OTPUIIATENILHO BIUSIOT HAa MPOTHO3 TyTOyXO-
ctu. [ToaTOMy Ba)KHO HauaTh JieueHUe J0 TOTO, Kak B
CpeZHEM U BHYTPEHHEM yX€ IPOU30MaAYyT HeoOpaTh-
MbI€ U3MEHEHHUSI.

Oxono 1/3 GonbHBIX MMEIOT TaK Ha3bIBa-
eMyI0 «00e3mIaBiIeHHYI0» (opMy 3a00JICBaHMS,
P KOTOPOM HET MOpa)KeHUsi HOCOMIOTKU. [Ipu
Tako (popmMe B JIETKMX BO3HUKAIOT OKPYIJIBbIE 00-
pa3oBaHus, OJMHOYHBIC WU MHOXECTBEHHBIE, C
JECTPYKIUEH TKaHU U 00pa30BaHUEM IOJIOCTEH 10
TUITY a0CLIECCOB, C KPOBOTEUEHHUSIMU; TAKIKE MOMKET
pa3BuBathcs remopparnyeckuil mwiespur [10]. Ho-
BOJIHO YacTO M3MEHEHHUS B JIETKUX COYETAIOTCS C
MOpaXKCHUEM TIOYEK, T7e pa3BuBaeTcs MU y3HbIMA
MMMYHHBIN CEpPIIOBUIHO-HEKPOTU3UPYIOLIUK [JIO-
MepyraoHepput [9], co BpeMeHeM NepexosaIii B
ckieposupytromryio ¢popmy — XbII u TepmuHanbHyIO
MOYEYHYIO0 HEJ0CTAaTOYHOCTh. VIMEHHO mopakeHue
MIOYEK OIPEENeT TeUeHUE U IIPOTHO3 3a00JIeBaHMUs,
KOTOpOE B OTCYTCTBHE CBOEBPEMEHHOW JUArHOCTH-
KA U aJIeKBaTHOIO JIEUEHHs] YacTO 3aKaHYMBAETCs
JeTaabHbIM ucxonoM. Ocranbhble nposiBienus ['TIA
npezcTaBieHbl B Tabnuue 1.

Opranbl 4 CUCTEMbI

Kiannuueckue NMpPOosABJICHUSA

O61ue
HecTennpuIeCcKue
CHMITTOMBI

OpunuTeT

OO0m1ee HEIOMOTaHKE, MUAIITHS, apTPAJITHsI, AaHOPEKCHs, TOTepsi Beca u cyOde-
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Koxa

JIeKOIMTOKIIACTUYECKUI BACKYJINT, IypITypa, KOXKHBIE 3BbI M TAHIPEHA

PoroBas monocts

SI3BBI B IOJIOCTH pTa, rpaHyJIeMarTO3HbIC IMOPAXKCHUA ITIOJOCTH PTa, r'UIICpIlIa-
31U J€CCH C MAaJIMHOBBIM OTTCHKOM, ,I[I/IC(i)al"I/IH

I'naza

DIUCKIEPHT, CKICPUT, KOHBIOHKTHBHUT, KEPATUT, YBEHUT, BACKYIHT CETUATKH,
apTepHalIbHBIN WM BEHO3HBIM TPOMOO3 CETUYATKU, KPOBOUBIHUSHUS B CETYATKY,
HEUETKOCTh 3PEHUs, CIIETOTa, SK30(PTalbM U TpaHyIeMaTo3HbIe MACCHI IIa3HU-
1161, drdopa

HocosBag nosocts
1 OKOJIOHOCOBBIE

Croiikue u PECHUANBUPYIOIINEC BBIACIICHHUA U3 HOCA, KPOBAHUCTBIC BBIACICHUSA
M3 HOCA, HOCOBOC KPOBOTCUCHHC, 06pa3013aHI/Ie KOPOK, U3BA3BIICHUC CIIM3UCTOM

JAbIXaTCJIbHBIC ITYTH

nasyxu 000J104YKH, TPaHyJIEMaTO3HBIEC MMOPAXKEHUSI HOCA, BOCTIAJICHUE MPUIATOUYHbBIX Ma-
3yX, peTMOHaJIbHAsl 00JIE€3HEHHOCTh

Vi HeiipoceHcopHas TyroyXoCTh ¥ KOHIYKTUBHAs TYTOYXOCTh

Bepxnue CyOrnotudeckuii CTEHO3, CTEHO3 Tpaxeu

Huxane
JIbIXaTeJIbHbIE Ty TH

Karmrens, onpiika, CTpUA0Op, XpUIIBl, OOCTPYKIIMS bIXaTEIbHBIX MyTEH, JIeroy-
HbIE IPaHYJIEMbl, KABUTUPYIOLUE NIOPAKEHUS JIETKUX, IIJIEBPUT, THIPOTOPAKC,
JIETOYHbIE MH(PUIBTPATBL, IETOYHOE KPOBOTEUCHHE, aTbBEONISIPHBIN KaMJUISIPUT
U JbIXaTeJIbHAsl HEIOCTaTOYHOCTh

Cepnedno-cocynucras
cucreMa

BackyauT MenKuX COCyIOB, OKKJIIO3MOHHOE 3a00JIEBaHHE COCYIOB, TIEPHKAp-
JIUT, TUAPOTIEPUKAP/, KapAMOMUOTIATHS, MPUOOPETEHHBIE TOPOKH Cep/Ila, ulle-
Mu4ecKasi 00JI€3Hb ceplla, CepedHasi HeI0CTaTOYHOCTh

Kemynouno- [TocnencTBus BacKyaMTa ME3CHTEPUAIIBHBIX COCYIOB: OCTPBII KUBOT Ha (hoHe
KUIICYHBIC TPAKT NEPUTOHUTA WM MIIEMUU KHIICYHUKA
[Toukn Juddy3Hbiii UMMYHHBIH CEepIOBUIHO-HEKPOTUIUPYIOIIUN TIIOMEpYIOHE(PHT,

reMarypusi, NpOTEUHYPUs, KIETOYHbIC LUIUHAPHI IPU LIUTOJIOTHYECKOM HC-
CJIEIOBAaHUH MOYH, HApyIIeHHEe (PyHKIIUU TTOYEK, TIPOSBISIFOIIECECS] OCTPBIM I10-
BPEXKICHUEM TOYEK, XPOHUIECKON OOJIE3HBIO TOYEK WU TEPMUHATILHON CTa 1~
el MoYeyHoOI HEeI0CTAaTOYHOCTH.

LenTpanbHas u
nepudepuyeckas
HEPBHbBIE CUCTEMBbI

['onoBHast 00Jib, MEHUHTUT, CYIOPOTH, HapyLIEHUs] MO3TOBOI0 KpoBooOpalie-
HUs, TOPAKEHNs CIIMHHOIO MO3ra, apaJiid 4eperHO-MO3TOBbIX HEPBOB, CEH-
COpHasi UJIM MOTOpHasl nepudepudeckas HEBpONaTusi, MHOKECTBEHHBIH MOHO-
HEBPUT, HEHPOCEHCOPHAsI TYTOYXOCTh

OnopHo-
JBUTATEIbHAS
cucrtema

BocnanutenbHblil 3p0o3UBHBIN UIH 1e(hOPMUPYIOLIUN apTPUT, apTpaITrHsl, MU-
anrus

HUcmounux: [10]

Huarnoctuka. B 2010 r. Ha Mexaynapos-
HOM KOHI'PECCE PEBMATOJIOIOB OBLIM MPEIIOKEHBI
nuarHoctuueckue kputepun I'TIA, xotopeie nme-

71 0oJsiee BBICOKYIO UyBCTBUTEIBHOCTh, YEM MPE-
IIECTBYIOIIUE KPUTEPUN AMEPUKAHCKOW KOJIJIETUN
pesmarosoroB ot 1990 r (Tabmnuma 2).

Tadoauua 2. Jluarnoctuueckue kpurepuu ['TIA

Kpurepun

Onpenesienue

1. [Taromopdonorus

I'panynemaro3Hoe BocajaeHue B CTEHKE apTepuu, IEPUBACKYIISIPHOM WU
SKCTPABACKYJISIPHOM 30HE

XaTCJIbHBIX HYTeﬁ

2. [lopaskeHue BEpXHUX JIbl-

1. XpoHHnueckoe THOMHOE WM FeMOpPparu4eckoe BOCHAJICHHUE I0JIO-
CTH HOCA, HOCOBBIE KPOBOTCUEHHUS, KOPKH, TPAHYJIEMBbI

2. Tlepdopauuss HOCOBOI TeperopoaKu, ceIoBUAHAs Jedopmanus
HOCa

3. XpOHNYECKNI WIH PELMINBUPYIOINN CUHYCUT

(64,4 % cnyugaes) [6].
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Tpaxeu U OpOHXOB yaeB) [6]

3. llopaxenue ropranu, | [loarorounsiii, TpaxeaabHbli UM OpoHXUaNbHBIN cTeHo3 (16,9 % cuy-

4. IlopaxeHue Jerkux
Hosoruueckoro wiu KT-o0cnenoBanus

y3J'IBI, IOJIOCTHU HUIIN (bI/IKCI/IPOBaHHBIe I/IH(bI/IJ'IBTpaTBI 110 IaHHBIM PCHTIC-

5. ANCA i UOA (MPO/pANCA/ cANCA)

Hannune ANCA 1o naHHBIM UMMYHOQIIIOOPECIICHTHOTO HCCIICOBAHUS

/ MT B yTpeHHEH OPIUU MOYH
6. [Topaxkenue mnouex

50 % ot HOpMBI

1. Mporeunypus > 0,3 v/ cyT. nnm ans0yMuH / KpearuHuH > 30 MMOJTh

2. T'emarypust WM YUCIO SPUTPOLIUTOB > 5 KIIETOK B MOJIE 3PEHUS
3. CHmxenue kiryOoukoBoW ¢uubrpanmu no ¢opmyne llBapma <

4. HexpoTHU3HPYIOIUN pauci-iMMYHHBIA [JIOMEPYJIOHEDPHT

Jwnarnos I'TIA ycTaHaBIMBarOT npyu HAIMYMHM IO MEHBIIIEH Mepe 3 U3 6 KpUTeprueB

HUcmounux: [10]

B 2022 rogy AMepukaHCKasi KOJUIETHSI peB-  IIMM I'paHyjeMaro3a ¢ MOJUaHTUUTOM, KOTOpbIe 00-
matosoroB (manee — ACR) u EBpomneiickuii anbssHC ~ Jagaiu 00siee BHICOKOW JTUAarHOCTUYECKON TOYHO-

accouunanuii peemarosoros (nanee—EULAR)ony6-  ctbio (Tabnuua 3).
JIUKOBaJIM OOHOBJIEHHBIE KPUTEPHH Kilaccupuka-

Ta6auna 3. Kpurepun kiraccuukanuy rpaHyiemMarosa ¢ MoJIMaHTHHTOM

Kpurtepun | Bamibl
KnrHn4yeckue KpuTepun
HazanmpHble CHMITOMBI: KPOBSHUCTBIC BBIJICIICHHS, S3BBI, KOPOYKH, 3aCTOH, 3aKyIOpKa +3
HOCOBBIX X0/10B WK JedeKT/mepdopaiysi HOCOBOM Meperopoiku
[TopaxeHnue XpsAIEBBIX CTPYKTYP (BOCHATICHUE XPsIlel HOCA WK yXa, XPUILIBINA TOJI0C WK +2
CTPHJIOP, TOPAXKEHUE YHI0OPOHXUATBHBIX XPSIIIEH WK CeATOBUAHAS AedhopMalusi Hoca)
KonaykTrBHasl MM CEHCOHEBpaJIbHAsI TYTOYXOCTh +1
JlaGopaTopHble KPUTEPHUHU, JAHHbIE BU3YAIU3AIIMU U OUOLICUU
[TonoxuTenbHBIA ~ TECT  HAa  IUTOIUIA3MATHUYECKUHA  TUN  AHTHHEHUTPOPUIBHBIX +5
nuToruiazmarnyeckux antuten (¢ ANCA) wiu anturena k nporernnase-3 (antuPR-3) (66 %
ciydaen) [6]
VY3noBbIe, 00beMHBIE 00pa30BaHUs B JIETKUX WM MOJOCTH HA CHUMKAaX OPraHOB TPYIHOMN +2
KIIETKU
I'panynema, 3KcTpaBacKy/IsIpHOE I'PaHyJIEMAaTO3HOE BOCIAJIEHUE WIIM TUTAHTCKUE KIIETKU B +2
ouoricuu
Bocnanenue, ynjaioTHEHUE WU BBIIIOT B HOCOBBIX/OKOJIOHOCOBBIX 1a3yXax, UM MACTOUIUT +1
Ha CHUMKax
[TaynmuMMyHHBIN TTIOMEPYJIOHEPPUT 1O JaHHBIM OUOTICHHT +1
[TonoXXuTEeNbHBIA TECT HA MEPUHYKJICAPHBIC aHTUHEUTPOPUIHHBIC ITUTOTUIa3MATHUECKHE -1
antutena (pANCA) win anTHTeNna K Muenonepokcuaasze (antu-MPO)
Coneprxanue 703uHO(UIOB B KpoBU >1x109/n -4
I1pu sviasnenuu Kpumepus uz 0ecsamu NPUBEOeHHbIX, C1edyen CyMMUposams Oaivl. /s kiaccupurayuu
2panynemMamosa ¢ NOTUAHSUUMOM CYMMA O0IHCHA Oblmb 5.

HUcmounux: [10]

ABTOpBI PEKOMEHIYIOT HCIIOIb30BaTh 00- Jlia nonTBepkaeHus nuarnosa ['TIA raxxe
HOBJIEHHBIE KpuTepun 2022 roaa, MOCKOJIbKY UMEH-  HEO0OXOAMMO Y4YeCTh KIMHUYECKYIO KapTHUHY 3a-
HO OoHHM momoraioT aupdepenuupoBat I'TIA or  OoneBaHus, TPOBECTH KOMIUIEKCHOE KIMHUKO-HH-
JPYTUX CUCTEMHBIX BACKYJIUTOB U IIPABUJIBHO MOJI0-  CTPYMEHTAJbHOE O00CIe0BaHKE, J1ab0paTOpHYIO
Oparb Teparnuio. JIMAarHOCTHUKY, a TI0 BO3MOKHOCTH — MOpdotornye-
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CKH aHa/In3 OMOTICHIHOTO MaTepHuaa U3 JErKux v
MOYEK, KOTOPBIN SBIISETCS «30JI0THIM CTaHIaPTOM
auarHoctuku [11].

Cpenu MHCTpYMEHTANIbHBIX METOJIOB HCCJIe-
JTIOBaHUS NPUMEHSIOTCSI pEHTTeHOTrpadusi, KOMIbIO-
tepHast Tomorpadus (manee — KT) nmerkux, a Takxe
MarHUTHO-PE30HAHCHAsI aHTHOrpadus Uis TOYHOTO
OTpeJiesIeHus] JIOKAIU3alU aToJI0rMYECKOro Mpo-
necca. Cnupomerpus, mieTu3Morpadus u uzyyeHue
@ y3nOHHON CITIOCOOHOCTH JIETKUX HCIIOJIb3YIOT-
Csl JUI BBISBJICHUS CYOKIIMHMYECKUX MPOSBICHUN
3a0oneBanusa. bonee 59 % mnanueHTOB UMEIOT 00-
CTPYKTHUBHBIM TUIT HApyILIEHUH (YHKIIMH BHELIHETO
JpIxaHus, B T0 Bpems Kak y 30-40 % BbraBisiercs
PECTPUKTHUBHBIM THUIT HapylieHu. bponxockomnus
U aHaIu3 OPOHXOAJBbBEOJISIPHOTO JIaBaXKa SIBIISIOTCS
HEOTHEMJIEMBIMH METOJIaMH Ul TOATBEPKICHUS
aJIbBEOJIOrEeMOppArnyeckoro cuuapoma [ 12].

Pentrenonorunueckne u3MeHEHUs B JIETKUX
BcTpeyarotrcs B 95 % nabnronenuit, a B 1edrore 60-
ne3Hu — B 45 % citydaeB. B Jerkux BBIABISAIOTCA
COJIUTapHbIE WJIM MHOXECTBEHHBIE, MHOTJA «JIe-
Tyuuey» HHQUIBTPAThl, UMEIOIIUE CKIOHHOCTh K
00pa3oBaHMIO TOJIOCTEH 10 2-5 CM B JHAMETPE
o Tuny (GuOPMHO3HO-THOMHOW MTHEBMOHUU C HE-
KpO30M, MOTYT HMMETb MECTO TeMOopparuyeckue
uHpapkTel. B vacTu HaOMIONEHHMI BCTpEYarOTCS
MEJIKOOYaroBble Y4YacTKH 3aTeMHEHHUS Ha (QoHe
YCWJICHHUS JIETOYHOTO PHCYHKa 32 CUET MHTEPCTH-
nuanbHOM TKaHu. [Ipu KT B nerkux onpenensror-
Cs MHOXKECTBEHHbBIE, PEXKE — OJWHOYHBIC OYaru,
nuaMeTpoM 2-4 c¢M, B OOJIBIITMHCTBE HAOIIONCHUIMA
JIByCTOPOHHHE. TakuxX 04aroB MOXeT ObITh 110 10,
OHM UMEIOT OKPYIIIYIO U OBaJIbHYIO (JOPMY, MOTYT
OBITh XOPOLIO WJIM IUIOXO OYEPYECHBI, HUKOT/A HE
0OBI3BECTBIISIOTCS, UMEIOT TEHACHLUI0 K 00pa3o-
BAHUIO IIOJIOCTEM, HE MMEIOT MPEAIOYTUTEIBHOU
nokanu3zauuu. Hannuue ydacTKOB KOHCOJIUAALUU
W/WIM yYaCTKOB THUIIA «MAaTOBOIO CTEKJIa» SIBIISICT-
ca emie onHum npusHakoMm ['TIA: Takue ydyacTku
MOTYT pacIojiaraTtbCsi M30JIMPOBAHHO OT ONMCAH-
HBIX O00pa30BaHUN W TPEACTABISIIOT COOOM 30HBI
KPOBOM3JIUSAHUI. PEHTTeHOJOrHYeCKre MPU3HAKU
[IaTOJIOTUH JIETKUX B 65 % cilydaeB COYETAIOTCS C
KIIMHUYECKUMHU MposiBIIeHUsIMHA [ 13].

[Ipu mpoBeneHUU KIMHUYECKOTO aHAIn3a
KPOBH MOYKHO BBISIBUTH HOPMOXPOMHYIO aHEMHUIO,
TPOMOOIIUTO3, HEUTPODUIBHBIN JIEUKOIIUTO3, IO-
BeiieHue COD. B 6noXxuMHU4uecKoM aHalin3e KPOBH
HaOmonaoTes yBenndeHue C-peakTHBHOTO Oelika,
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M3MEHEHUs COAepKaHUsl KpeaTHHUHA U MOYEUHBIX
dhepmenToB. OOmMIA aHAIM3 MOYU MOXKET BBISIBUTH
natosioruto GyHKuu noyek. MiMmmyHonmornyeckoe
uccienopanre ¢ ANCA B CBIBOPOTKE KPOBHU MO~
tBepxkaaeT auarnos3 ['TIA [14; 15].
OneHka akTUBHOCTU BacKyJUTa MPOBOAUT-
Csl Ha OCHOBAHMM MHJIEKCA KIMHUYECKOW aKTHUBHO-
ctu (nanee — BVAS), anantuposannoro jist ['TIA
B 2001 r. (mannee — BVAS / WEG) u mogudunmpo-
BanHoro B 2003 . (manee — BVAS2003) [12]. IIpu
9TOM YYUTBIBAIOTCS MPHU3HAKHU, OOYCIIOBJICHHBIE
BaCKyJUTOM, MIPUCYTCTBYIOIIME BO BpeMs OCMO-
Tpa, a TakXe MOSBUBIIUECS U MPOTPECCUPYIOIINE
B TEUECHHE IOCJIETHET0 MecsIa /10 UCCIIEIOBaHUS.
B 3aBucuMOCTH OT aKTUBHOCTH IpOLI€cca BbIIEIsI-
0TCs caeayromue (a3l 3a00JICBaHMS: PEMUCCHSI,
YaCTUYHAsI PEMUCCHs, HU3Kas (IIEPCUCTUPYIOIIAs)
aKTUBHOCTH, HeaKTUBHasl (paza, OoJbpIIOE U Majloe
oboctpenue, pedpakrepHOoe TEUYCHHE OOJIE3HH.
[Tepcucrennusa akrusHocTH ['TIA BVAS / WEG
OTIpe/IeTISIeTCS. HAIMYUEM KIMHUYECKOTO MposiBiie-
HUSI M1 OTCYTCTBHUEM €ro YXYAILICHUS B TeUeHue 28
CYTOK C MOMEHTa IPEbIIyIIEero 0cMoTpa 00JIbHO-
ro. Kpome Toro, ucnosb3yercsi KyMy/iIsiTUBHBIN UH-
JIEKC BACKYJIUTHOTO MOBPEXKIACHUS, MO/ KOTOPHIM
MOHUMAIOT HAJIMYWE y OOJBHOTO HEOOpaTUMBIX
M3MEHEHUH OpraHOB U CHUCTEM, Pa3BUTHE KOTOPBIX
COBIMAJIa€T C HA4YaJIOM BOCHAIMTEIbHBIX H3MEHE-
HUN B CTEHKE COCYZIOB U 00YCIIOBICHO UMH [3].
HubdepeHnnanbHy0  IUAarHOCTHKY —TMPH
I'TIA ocymiecTBISAOT ¢ 3a00I€BaHUSMH, COTIPOBOXK-
JAIOIIMMHUCS JIETOYHO-TI0UEUHBIM CHHIPOMOM, TaKH-
MU KaK MUKPOCKOIMYECKUN MOJIUAHTUUT, CUHAPOM
Yapmxa — Ctpocca, cunapom ['yamnacyepa, remMop-
paru4ecKuM BacKyJIUTOM, CHCTEMHOM KpacCHOM BOJI-
YaHKOM, CTPENTOKOKKOBOM ITHEBMOHUEHN C TIIOMEPY-
noHeppUTOM, TUMGPOMATOUIHBIM TPAaHYIEMaTO30M,
TUMQPOMOH, OMYyXOJIIMU, CUCTEMHBIMU MHKO3aMH,
BUY-undexueii, capkoumo3oM, TyOepKyIe3oMm,
npokazoi. OcoOEHHO CIIOKHO TPOBOIUTH Audde-
PEHLIMATBbHYIO TUATHOCTUKY B CIIydae JOKaIU30BaH-
HbIX opm ['TIA ¢ mopaskeHuem ToJIbKO JieTKux [12].
Knunnueckuii cinyyaid. [TpuBoaum pesysb-
TaTbl COOCTBEHHOTO HAOJIOACHUS, KOTOPHIE OTpa-
JKAIOT CI0KHOCTh B AuarHoctuke ['TIA y koHkpeT-
HOI'O MAalMEHTa C UMEIOILEHCS COMMYTCTBYIOIIEH TTa-
TOJIOTUEN — acIePruiJIe3HON MTHEBMOHUEHN JIETKHX.
[TarmenTka I 12 net, noctynuia B Kapau-
OpPEBMATOJIOTUYECKOE OTJEJIEHUE JIETCKOM Topoj-
CKOM KJIMHWYECKOW OoipHHUIEI Ne 2 1. Aimarsl ¢
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nuarHo3oM: CHCTEMHBIM BacKyJlIuUT (IYJIbMOHHT,
He(pHUT), TBYCTOPOHHSIS TIOJIMCETMEHTApHAs ITHEB-
moHus, Tsbxenoe teuenne, JAH II-1II crenenu; mis
JaNbHENUIIEro JUarHOCTUYECKOTO MOMCKa MPUYUH
BaCKyJIUTa U JICUEHUS] THEBMOHUU.

[Ipu moctymieHny ManueHTKa MpeabsBIIs-
J1a 5kaj100bl Ha HEMPOYKTUBHBINA MPEUMYIIECTBEH-
HO HOYHOM Kalllellb, OCUIUIOCTh T0JIOCa, MOBbIIIe-
HUE TeMmIeparypsl Tena (cyodedpuiurer), 001Iyto
c1a00CTh U CHUKEHUE alMeTUTa.

Anamue3 xxu3Hu. Co CJIOB MaTepH KUBYT Ha
ChEMHOW KBapTUPE C MOBBIIMIEHHON BIAXKHOCTHIO,
Ha OKOHHOUW pame OOuJIue TUIECEHH.

Amnamue3 3a0oneBanus. JleOroT 3aboneBa-
HUS ¢ KOHIA MioHA 20231, Korga OTMEeYaliuch Mpo-
NYKTUBHBIN Kallellb ¢ MPOXWIKAMHU KPOBHU, OCHII-
JIOCTh Tojioca, cyodedpunpHas Temneparypa, CHU-
JKEHHE Macchl Tejia U noteps annerura. [lannentka
oOpaiangach 3a MOMOIIbIO0 B NOJUKIMHUKY U JI0JI-
roe BpeMsi aMmOyJIaTOPHO TIPUHUMAJIa aHTHOUOTUKH
(c momo3peHneM Ha OaKTepHaAIbHYI0 HH(PEKITHIO) ¢
HE3HAYUTEIHHBIM 3P HEKTOM.

14.07.2023 nposenena KT OI'K, B xome
KOTOpOIl OOHapyXeHbl MPU3HAKU XPOHUYECKOTO
Oponxuta, au(Qy3HOE TOpAKEHUE MAPECHXUMBI
000MX JIETKUX, MHOKECTBEHHbIMU MH(PUIBTPATUB-
HbIMU U3MeHeHusiMu ¢ KT-kapTuHOM, COOTBETCTBY-
IOIICH METAacTaTUYECKOMY Mopa)keHuto. B Tor xe
JIeHb B CBSI3U C MPEAIOI0KEHUEM O HaJIMYUU OHKO-
JIOTHYECKOTO Ipouecca, nanueHTke nposeaena KT
OMT: KT-npu3Haku KHCTO3HO-COJIUTHOTO 00pa3o-
BaHUS, BOBMOYKHO UCXOJSILIETO U3 MPAaBOro SUYHU-
Ka; KUCTa JIEBOTO SIMYHUKA; BBITIOT B MaJjioM Tazy. 1o
MHEHHUIO aBTOPOB, HEIMPaBWJIbHAS WHTEpIIpETaLus
PE3ybTaTOB PEHTTEHOJIOTUYECKUX HCCIIeI0BaHUMA
Ha JaHHOM 3Tale C aKIEHTOM TOJbKO Ha BO3MOXK-
HOM METAaCTaTMYECKOM IOPAXKEHUU JIETKUX IpH-
BeJa K HEBEPHOMY IUArHOCTUYECKOMY IIOMCKY, B
pe3ynbTare 4ero JJIMTEeNIbHOE BpeMsi paccMaTpuBa-
JIOCh HAJM4YMe OHKOJIOTMYECKOTro Ipoliecca.

01.08.2023 r. nocTynuia B OTACIIEHUE OHKO-
noruu / remaroniorun Hayunoro nenrpa neauarpuu
U aeTckoi xupypruu I. Anmarsl (qanee — HUTTIX)
JUIA JajJbHEHUINEW NUarHoCTHUKUA U JieueHus. [lo
pe3yabrataM OMOXMMHUYECKOTO ONpEesIeHus: Kpe-
aTMHHWHA HaOJI0AAIOCh MOBBILIEHUE IOKa3aTens
1o 248.2 mxmons / 1 (CK®D =29.4 mut / mun / 1,73
M2). Ilo manapiMm OAM B Moue OOHapyKeHBI He-
M3MEHEHHBIE H)PUTPOLIUTHI B OOJIBIIOM KOJIMYECTBE,
oenok 10 1 v/ cyt. KoHcynbTupoBaHa HepoIoroMm:

OCTpO€ IMOYEUHOE MOpaXKeHHe, 2 CTajus, peHallb-
Has (popma.

07.08.2023 r. NOBTOPHO NPOBOJAUIACH KOM-
NBIOTEPHAsI TOMOTpa(usi OpraHoB TPYAHOMN KIIETKU
C KOHTpacTHpOBaHHEM: OOHapy>KeHa IBYCTOPOH-
HSisl IeCTPYyKTUBHAs IuieBponHeBMoHus. [Tonospe-
HUE Ha TyOepKyse3 JIETKUX, TPUOKOBYIO ITHEBMO-
HUIO, METacTaTu4yeckoe MopaxeHue. JIBycTOpoH-
HUM TIEBPaIbHBIN BBIIOT.

st Bepudukanuu nuarHo3a 08.08.2023 r.
OBLIIO MPOBEICHO HUCCIIEIOBAaHHE MOKPOTHI Ha KHC-
JIOTOYCTOMYMBBIC OaKTepuu (MUKOOAKTEPUU) U Te-
ctupoBanue G-Xpert / RIF, o6a ¢ orpunarenpbHbiM
pesynbratoM — TyOepkyne3 Obul uckimroueH. Ha
JTare rocnuTagu3aluy Mo pe3yibTraTaM KIMHHUKO-
71a00paTOPHBIX U UHCTPYMEHTAJIbHBIX JaHHBIX OH-
KOJIOTHYECKasl MaTOJIOTUsl UCKITFOUEHa.

[NanmenTka HPOKOHCYIBTHPOBAHA HH(EK-
IMOHHUCTOM, YCTAHOBUBIIUM IpPEIBAPUTEIbHBIN
JIMarHo3: JIECTPYKTHUBHAS JIByCTOPOHHSSI ITHEBMO-
HUS, JIbIXaTelibHAs HEeIOCTaTOYHOCTh 2 CTEINEHH,
Tsokenas Qgopma. 15.08.2023 1. mo pesynbraram
KOHCUJIMYMa Bpadell ObLIO MPUHSATO PELIEHUE O Ie-
peBojie MAlMEHTKH B MPO(PUIBLHOE OTIEICHHUE IS
BepU(pUKAUU AUATHO3a — TEMOCHIEPO3? CUHIPOM
['yanacuepa? u mogbopa Teparnum.

16.08.2023 r. manxeHTKa NOCTynujaa B OT-
nenenue mynbmoHosiorun HIITIAX. Coxpansiiacek
CHIDKEHHAsI CKOPOCTh KJIIyOOUKOBOUM (UIIBTpalUH
(37.8 mut/ mun / 1,73 M2), HapacTaau TPU3HAKH JbI-
XareJabHONW HEOCTAaTOYHOCTHU — CHIKEHUE caTypa-
1 10 86-90 % 6e3 noranuu kucnopoaa. Ha gone
OKCUT€HOTEparuy YpPOBEHb CaTypalluy MOBbIIIAJICS
1o 95-97 %. 3nauntenpHoe ToBbImeHne COD 1o
55 mm / gac, C-peaktuBHbIN Oemok: 125,7 mr/in. Psan
71ab0paTOPHBIX HCCIIEOBaHUM MOATBEp)KIal Ha-
JUYMe y TAlMeHTKH aKTUBHOTO BOCIAJIUTEIBLHOTO
npouecca. J{onoJTHUTENbHBIX UHCTPYMEHTAJIbHBIX
METOZIOB aHaJiM3a MallMeHTKE HE MPOBOJMIOCH.
[Tonyuana anTuOaKTEpHAILHYIO TEPAIIUIO MEPOIIE-
HEMOM, OHCEITOJIOM; BHYTPUBEHHO BBOAMIIU NIPEJI-
HU30510H (30 MI/MJT), MHTAJSIIMOHHO — OepoTyal.

18.09.2023 1. B CBs3U C OTCYTCTBUEM 3(-
dekra OT JeueHus peOCHOK MEepPeBOIUTCS B 00-
JIACTHYIO JIETCKYIO KJIMHUYECKYIO OOJIbHUILY AJMa-
THUHCKOM oOjtacTu, rme Haxomwmiack o 04.10.2023
[ C JIMarHO30M: CHCTEMHBII BAacKyIUT (IIyJbMO-
HUT, HehpuT). IBYCTOPOHHS MOJHMCETMEHTAapHAS
MHEBMOHUS, TsDKenoe TteueHue, JIH 2-3 cremenu.
OcHoBoIOIAralOIIUMHU UCCIIEIOBAaHUSIMHU B TIOCTa-
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HOBKE Juartosa craym onpenenenue IgG k rpubam
pona Aspergillus (acneprusies) B CBIBOPOTKE Kpo-
BU UDPA-metonoM. A"ann3 ot 23.08.2023 r. oka-
3aJICsl MOJIOKUTENIBHBIM. JTO IO3BOJIMIIO YaCTHY-
HO 0O0BsicHUTh KT-kapTuHy MOpakeHHUs JETKUX
(04.09.2023 1.): ouaroBo-MH(HIBTPATUBHBIC W3-
MEHEHUS C 00erX CTOPOH C HEUETKUMHU KOHTYpaMu
C COXpaHEHHEM BO3YLIHOCTH OpOHXOB, IBYCTO-
POHHUE TOJOCTU AECTPYKTUBHOTO XapaKTepa; Bbl-
MOT B IUIEBPAJIbHOM MOJIOCTH crpasa. [lo MHeHHIO
aBTOPOB, MOI00HBIE U3MEHEHUS B JIETKUX CBS3aHbI
C HUIMYKEM Yy TIAIMEHTKH CaMOU TsDKEJoH (popMbI
acrmepruie3a JEerkux — OITyXOJICIIOJ0OHOM, s
KOTOpOM XapakTepHO OOpa30oBaHHUE [ECTPYKTHB-
HBIX [TOJIOCTEH. DTO U SIBISUIOCH JUArHOCTUYECKUM
3aTpyHEHUEM Ha ATarax MpOILIbIX TOCHUTAIN3A-
U, TOTOMY YTO PEHTTE€HOJOTHYECKUE MPU3HAKU
JTAHHOTO I'PUOKOBOT0 MOPaXKEHHUSI CXOXKU C OHKOJIO-
THYECKHUM IIPOLIECCOM B JIETKHUX.

Ha ¢one coxpanstomierocst nopaxeHusi mo-
yek (18.08.2023 1. CK® =31.6 mu / mun / 1,73m2)
Y HaJIM4Us BBIPAXKEHHBIX HECTIELIM(PUUECKIX CUMII-
TOMOB CHUCTEMHOIO MOpa¥eHHs (IIUTEIbHBINA
CTOWKUU (HeOpMIUTET, CHIKEHHWE MAacChl TeJla, ar-
MeTUTa, HAJIWYMs TOJMCEPO3UTOB) TpeOOoBaIach
BepudUKaIus cucTeMHOTro BackynuTa. 29.08.2023
I. B CHIBOPOTKH KPOBH METOJIOM MMMYHOXEMHUIIIO-
MEHHUCIICHIINN OOHApY>KEHbI aHTUHEUTPOPUIHHBIC
nurorasmarudeckue antutena IgG ¢ ANCA k
nporeuHase-3 u muenonepokcuaase. [lomydyennsie
JTaHHbIE MOATBEPK/1aIN HAJIMYUE CUCTEMHOTO Bac-
KYJIUTa, KOTOPBIX ObLT BEIHECEH B AUArHo3. OqHako
OH He ObLT BepuUIIMPOBAH KaK TpaHyJIEMaTo3 C
nonuaHruuToM. Ha ganHom srtare, 1o MHEHUIO aB-
TOPOB, BO3MOXHO ObLTO yCTaHOBUTH Auaruos ['TIA
[0 MEXJIyHAPOJIHBIM KPUTEPUSAM, YUUTHIBAsT HAJIH-
Yie y MallMeHTKH B aHaMHEe3€ IOPaKeHNE BEPXHUX
JIbIXaTeNbHBIX MyTel (ocumuiocTh rosioca), ANCA,
MOpaXCHHE MOYEK U JIETKUX, OPOHXOB.

Ha rocnuranbHOM 3Tane ManueHTKa IMpo-
JI0JKasia 1MoJIy4aTh aHTUOAKTepUaIbHYIO TEPaIUIo:
mepornieHem (1000 mr / 3 p.a. / 8 nH), aeBOGIIOK-
cauH (400 mr / 2 p.a. /3 mn), komeran (1000000
EN / 2 p.n. / omrokparno) u metpua (100 mur / 2
p.A. / OMTHOKPATHO) — YTO OOBSACHAETCS HATUYUEM Y
MAIUEHTKU COIyTCTBYIOLIEr0 OaKTepUaIbHOIO MO-
paxenus (rnpoxaiabiuToHuH oT 18.08.2023 moBHI-
meH — 0,32 ur / mi), B 6akTeprasbHOM MTOCEBE U3
3eBa — Klebsiella oxytoca, B Mokpote — Streptococ-
cus pneumoniae (MyJIbTHUPE3UCTEHTHBIC). B Kade-
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CTBE Tepanuu rpuOKOBON MHEBMOHMU MallMEHTKA
nonyyana Qaynon. Jlns Tepanmuu BacKyluTa HC-
0JIb30BAJIMCh [TIFOKOKOPTUKOCTEPOUIbI: METUIIPE]T
(mynbe-tepanus 1000 mr — 3 nus, 3arem 48 mr — 12
nHEer nepopanibHo). Ha ¢oHe Tepanuu cocTosHue
pebeHKa CTaOMIM3UPOBAIOCH, KaIllellb KYITHpPOBaJ-
Ccsl, CUMIITOMbl MHTOKCUKALlMU KynupoBaiuck. Ca-
Typauusi yaep)kuBaiach B npexaenax 92-96 % 06e3
OKCHUI'€HAI1H.

04.10.2023 1. nanueHTKa MOCTYNMWIA B Kap-
JTMOPEBMATOJIOTUYECKOE OT/EJICHUE JAETCKOM To-
POJICKOM KITMHUYECKON O0IBHUITBI No2.

OO6bextuBHO. COCTOSHUE TSKEIOE 32 CUET
OCHOBHOT'O 3a00JI€BaHMsl, BBIPAKEHHbBIE CUMITTOMBbI
nnrokcukanuu, JH II. KoxHbie mOKpOBBI M BU-
JUMBIE CJIIM3UCThIE 000JOYKU OOBIYHON OKPACKH,
4acTOTa CEPJACYHBIX COKpameHuit — 89 yu / muH,
aprepuanbHoe napieHue — 120/80 MM pT.CT., TOHBI
cepaua sicHele, putMuyHble. [Ipu ayckynbranuu
JIBIXaHUE KECTKOE, 0CIa0IeHO B HUKHHUX JOJISIX
[IPABOro JIETKOTO, XPUIIOB HET, YACTOTA JAbIXaHUS —
25 B MuHYTY, cartypauus 97 %.

OAK or 05.10.2023: »spuTpouuTbl —
4,12-10"%, remormooun — 115 1 / 1, 1EHKOIUTEI —
16,06-10°, TpomGouuTel — 484-10°, HEHTPODHIBI —
70.7 %, mampouutsl — 22.2 %, MoHOIUTHI — 6.7 %,
s03uHopuIel — 0,2 %, 6azoduasr — 0,2 %, COD
— 31MmM/4. YV nanuenTKyn HaOIIOIAIC JIEUKOIMTO3
¢ Heutpoduiezom, yckopenHoe COD, dro mpo-
JIOJDKAJIO0 CBUAETEIHCTBOBATh 00 aKTUBHOM BOCHa-
guresnbHOM Tiporiecce. OAM ot 05.10.2023: user
— ONeaHO-KEeNTHIN, TPO3pavyHasi, yIeIbHbIH BeC —
1011, ne¥ikouutsl — 3 B 11/3, SPUTPOLIUTH U3MECHEH-
Heie — 12 B 1/3, pH — 6, cmusp+++, 6emok — 0.331/71.
3aKiIroueHue: MHKpOreMaTypus, He3HadUTelbHas
nporeunypus (1o 1,0 ), runocTeHypus.

KT nerkux or 05.10.23 r.: xapTuHa Bocna-
JIUTENIbHO-/IECTPYKTUBHBIX HM3MEHEHUM NapeHXU-
MBI JIETKUX. JIByCTOpOHHSS MojicerMerapHas ao-
cueaupytomas maeBMonus. [lomoonas KT-kapTuna
C HaJM4YMeM JIeCTPYKTUBHBIX U3MEHEHUH Ha BCeX
PEHTTEHOJIOTUYECKUX HCCIIEIOBAaHUSAX BbI3bIBAIA
orpeieNICHHbIE CJI0KHOCTH B TUATHOCTHKE, TAaK KaK
OHA XapaKTepHa KakK JJisi OIyXOJIeTIOJI00HOoM (hop-
MBI aclieprusuiesa Jerkux, Tak v Jyis rpaHyjaemMaro-
3a ¢ nonuvaHruuToM. Knunudeckas KapTUHA U JIbI-
XaresibHasi HEIOCTAaTOUYHOCTh Ipepacroyiaraiu K
AKLEHTUPOBAHUIO BHUMAaHWs Ha rpUOKOBOM IMHEB-
MOHHH, CKpBIBasi HATMYUE CUCTEMHOIO BaCKYJIHUTA.

Pentrenorpadus nerkux ot 19.10.23 r.:
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JIBYCTOPOHHSISI TIOJIUCETMEHTAapHasi ITHEBMOHHUS.
[IpaBoCTOpOHHMI TIIIEBPUT.

[ToBropHsIil ananu3 Ha IgG k acnieprusie3y
ot 21.10.23 1. oka3zasncs nonoxutenabHbiM. Kpearu-
HuH ot 05.10.23 — 97,6 MxMoib / 1, CKD — 74,8 mn
/mun / 1,73 m2. C yuerom cumxenuss CK® 6onee
3 MecseB y pedeHka BbicTaBieH nuarno3 XbI1 3A
CTa/IUU.

Takum oOpazoM, u3 6 MEXIyHAPOIHBIX
KpUTEPUEB IpaHyJeMaro3a C MOJIMAHTUUTOM Y Ma-
UEHTKH 4 ToJ0KuTeIbHBIX (kputepuun 2010 roma):
MOpaXeHHE BEPXHUX JIbIXaTeJbHBIX MyTel ¢ OpOoH-
X0-00CTPYKTUBHBIM CHHJIPOMOM; HOpa)X€HUE JIeT-
KHMX — MHOYKECTBEHHbIE MHPUIBTPATHI C MOJIOCTAMU
necTpykuuu; nopaxenue nouek; ANCA — monoxu-
TenbHO. CortacHo 00HOBIEHHBIM KpuTepusim ACR
/ EULAR, 2022, cymmapHO€ KOJTU4YEeCTBO 0aioB (8
0aJTOB) TaKXe IMO3BOJISET MOATBEPAUTH HATUIHUE Y
MAlUEHTKU TpaHylIeMaTo3a C MOJUAHTUHUTOM: MO-
pakeHHe XPSILIEBBIX CTPYKTYP (OXPHUILIOCTh TOJIO-
ca; + 2 Gaya), moJoKUTENIbHBIA TecT Ha ¢ ANCA
(+5 0GamioB), 0OBEMHO-TIONIOCTHBIE OOpa30BaHUS
B JieTkuX (+2 06asra), MoJ0KUTEIbHBIN HA TECT HA
aHTUTENa K Muesonepokcuaase (-1 6am).

bbln BBICTAaBIEH KIMHUYECKUH JUArHo3:
AHIJA-accoumupoBaHHbI BacKyJuT. |panynema-
TO3 ¢ nosuvaHruuroMm. ['eHepanuzoBanHast gopma,
MOJIOCTPOE TeYEHHUE, aKTUBHOCTh 3 CTENEHU C CH-
CTEMHBIMU MPOSBICHUSAMHU (JIUXOpaJKa, MOTEps
Macchl Teja), ¢ MOpPaXCHHEM JIETKUX (IeCTpyK-
TUBHOE TMOpPaXEHHE), TMOUYeK (HEPPUTHIECCKUNA
cuaapoMm, XBIT 3A). UMMyHOIIO3UTHUBHOCTH IO
¢ ANCA - 1:80. ComyrcTBytomiee 3a00JeBaHUe:
acmepruie3Has MHEBMOHHUS, AbIXaTelbHasl HEH0-
CTaTOYHOCTH 1.

BriBoanl

B ngaHHOM KIMHHUYECKOM ciy4yae JUarHos
ObLJT BBICTABJICH TOJIBKO MIOCIIE Pa3BUTHUS CEPHE3HBIX
OCJIOKHEHUI: IbIXaTeJIbHOU HEJOCTATOYHOCTU U
XPOHHUYECKOI 00JIe3HH MOUEeK, KOTopas Onpeesiser
TSKEeCTh 3a00JieBaHus U ero nporuos. Jlanuas pa-
00Ta IEMOHCTPHUPYET MHOTOOOpa3ne KIMHUYECKUX
MIPOSIBJICHU I'paHyIeMaro3a ¢ MOJIMaHTUUTOM B Jie-
010Te U TPYIHOCTH IUAarHOCTUYECKOTO MOKCKA MpU
HaJMYMU COIMYTCTBYIOLIUX MATOJIOTHH CO CXOIHBI-
MU HHCTPYMEHTAJIbHBIMU TposiBieHusMH. Heob-
XO/lMMa aKTyalu3alus HH(QOpMalUU O TpaHysie-
MaTo3€ C MOJIMAHTUUTOM BO BCEX MEAMATPUUECKHUX
MEAMIMHCKUX YYPEXKACHUAX, YTO MPEIAIOT0KH-
TEJbHO, TIOMOXKET COKPAaTUTh MeIUaHy 3aJepiKKU

MMOCTAHOBKM JIMarHo3a M M30eXaTb HEOOpaTUMBIX
CUCTEMHBIX OCJIO)KHEHUI 3a00JIEBAHUS.
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OKIIE ACTIEPTHJLTE3IMEH CBIPKATTAHFAH BAJIAJTAFBI TIOJIMAHT UMTTI TPAHYJIE-
MATO3bI TMATHOCTHKAJIAYIBIH KABIHIBIKTAPBI

M. A. Bopoauu'?', JI. b. Ucmanaosa®, C. X. McnynaeBa®
1«B. A. AnMa30B aTbIHIAFEl « ¥ITTHIK MEIUIHHAIIBIK 3€PTTEY OPTAIBIFbDy DenepaniblK MEMICKETTIK
OromkeTTiK Mekemeci, PD JleHcaynnblk cakTay MUHUCTPIIT,
Peceii, Cankr-IlerepOypr
21.M. CeueHoB atbIHarsl Peceil FBIIBIM aKaIeMHUSICHIHBIH SBOOIUSIIBIK, (PH3UOTOTHS JKOHE OMOXUMHS
HHCTUTYTH Deepanblk MEMIICKETTIK OIOKETTIK MEKEMecCi,
Peceii, Cankr-IletepOypr
3«Ne 2 Kanansik 6ananap aypyxanacsd» IIIDKK MKK , Anmarsr kanaceiasiy, Koramasik JIC 6ackapmacsl,
Kazakcran, AaMarsl
*Koppecnonoenm aemop

AHgarna

bypein Berenep rpanynemarossl JereH arayMeH Oelriii MOJTHaHTUUTTI TPpaHyJIeMaro3 — ayTOUMMYH-
JIbl aHTUHEUTPOPHIIL LIUTOTUIA3MAJIBIK aHTH IEHeNEp, JKYielNi BaCKYJIUTIIEH aCCOLUUPIICHTEH, POrPEeCCUBTI
arpIMFa He. [loMMaHruTTI TpaHysieMaro3 €H aybIp JKoHe OOhKambl KOJAMCHI3 JKYHelNl BacKyIUTTepAiH Oipi
YKOHE OHBIH JKULTIr Oanajgap apachlHaa apThil Kenedi. Makanaaa MOJMaHTHTTI TpaHyleMarTo3 OOMbIHIIA
3aMaHayu ofeOHeTTepre MOy KeNTIpUIreH, Oyl MIONy aypyablH 3THOJOTHSICHI, MaToreHesl, KIMHUKAIBIK
KOpIHICTEepl, COHAAM aK Jopirepilik KaTeaikTepai OoappMay YIIiH Ka3ipri yakbITTa >KaHApTYyAbl KOHE
KYHENeHAIPY/Il Talamn eTeTiH JUarHOCTUKaHbIH MacenenepiH KaMTuabl. COHBIMEH KaTap MaKaylaga dKOFaprbl
TBIHBIC KOJJIAPbIHBIH, OKIIEHIH, OYHPEKTIH 3aKbIMIaHybl Oap MOTUAHTHHUTTI TPaHYJIEMaTO3/bIH KalbUFaH
TYpl aHbIKTaJFaH 12 jkacap OallaHBIH JKaFJIalbl KENTIpUITeH, Oyl JKaFaai 1JIecrelli MaToJIOTHsIMEH KYpPreH
rpaHyJIeMaTo3/bl TUAarHOCTUKAJAY/IbIH KUBIHIBIKTApbIH aHbIK kepceTeni. Kinnnukansik mpicana [TAT-nbiH
KaWTBIMCBI3 aCKbIHYJIApbIHBIH aJIJIbIH ATy YIIiH Jep Ke3iHae AYpbIC M/l TaFaibIH/Iay MaKCaThIH/Ia OpraHaap
MeH >KYHenep/iH JKarIaiiblH epTepek KelleH 11 OaraaynblH MaHbI3AbUIBIFbI TATKbITAHAIbI.

Tyiiinoi ce3zoep: HColHLICMBIK Jiceminy Kezinoe2l bana, nonuaneuummi epanyiemamos, Bezenep
2PAHYIeMamo3bvl, 8ACKYIUM, Acnep2ulie30i NHeGMOHUS, OYUpeKmiy CO3bIIMATbL Aypybl, AHMUHeUMmpodUIoi
YUMONNA3IMATLIK aHmuoeHenep.

DIFFICULTIES IN DIAGNOSIS OF GRANULOMATOSIS WITH POLYANGIITIS IN A CHILD
WITH CONCOMITANT PULMONARY ASPERGILLOSIS

M. A. Borodin"*, D. B. Ismailova*4, S. H. Ispulaeva®*

! Almazov National Medical Research Center, 2 Akkuratov St, St. Petersburg 197341, Russia
2Sechenov Institute of Evolutionary Physiology and Biochemistry of the Russian Academy of Sciences,
Russia, St. Petersburg
3Of RSE on PVC «Children's city clinical cospital No. 2», department of Public Health Almaty city,
Kazakhstan, Almaty
*Corresponding author

Abstract
Granulomatosis with polyangiitis, formerly known as Wegener's granulomatosis, is an autoim-

mune antineutrophil cytoplasmic antibodies — associated systemic vasculitis with a progressive course.

Granulomatosis with polyangiitis remains one of the most severe and prognostically unfavorable systemic
vasculitides, the frequency of which is increasing among children. This article provides a review of con-
temporary literature on granulomatosis with polyangiitis, covering issues of etiology, pathogenesis, clinical
manifestations, and diagnosis, which currently requires updating and systematization to avoid medical er-
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rors. The article also presents a case of generalized granulomatosis with polyangiitis in a 12-year-old child
with involvement of the upper respiratory tract, lungs, and kidneys, reflecting the diagnostic challenges of
granulomatosis in the presence of concomitant pathology. The clinical example discusses the importance of
early comprehensive assessment of organ and system conditions for prescribing adequate timely therapy to
prevent irreversible complications in granulomatosis with polyangiitis.

Keywords: adolescent, granulomatosis with polyangiitis, vasculitis, aspergillosis pneumonia,
chronic kidney disease, antineutrophil cytoplasmic antibodies.

ABTOPJIAP TYPAJIbI
Boponnn Makcum AnapeeBuu — Peceit denepanusice JleHcaybik cakTay MUHUACTPIITiHIH «B. A. Anva-
30B arTbIHJAFbl YJITTHIK MEAWIMHAIBIK 3E€PTTEY OPTANBIFbDy (enepanabl MEMIICKETTIK OFOMKETTIK
MeKeMecCiHIH 4 Kypc, emaey (dhakynbreTiHiH cTyaeHTi, Peceit, Cankr-IlerepOypr; e-mail: borodin934912@
gmail.com; ORCID: 0009-0004-9905-7345; tenedon: +77057095097.
HUcmaunnosa Jluna bazapanoBHa — menunuiHa FRUIBIMIAPBIHBIH KaHIUAATHI, )KOFAPhl CAHATTHI MEIUAT,
Anmatser Kanackl KoraMabiK neHcaynnblk 0ackapmachiHbIH Ne 2 bananap KajnanblK KIMHUKAJBIK aypyxaHa-
cel; e-mail: dinazake@mail.ru; ORCID: 0009-0006-6605-2710.
HcnynaeBa CBetTiiana XaJJUTOBHA — MEIUIIMHA FHUIBIMIAPBIHBIH KaHIUATHI, )KOFAphl CAHATTHI MEIUaT,
Anmater Kanackl KoraMasiK neHcaynnblk 0ackapmachiHbIH Ne 2 bananap KajnanblK KIMHUKAJIBIK aypyxaHa-
cel; e-mail: spMaximka228@yandex.com; ORCID: 0009-0009-6401-9265.

OBb ABTOPAX
Boponnn MakcuM AHJpeeBUY — CTyICHT JiedeOHOTO (pakynpreTa, 4 Kypca denepaabHOTO TOCymap-
CTBEHHOTO OIOKETHOTO yupexaeHus «HarmoHanpHbIA MEAUIIMHCKANA UCCIIEIOBATEIbCKUN IICHTP UMEHHU
B. A. AnmazoBa» MuHnucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu, Poccusi, Cankr-IlerepOypr;
e-mail: borodin934912@gmail.com; ORCID: 0009-0004-9905-7345; Tenedon: +77057095097.
HNcemannoa Iuna baszapaiioBHa — kaHIU1aT MEIUIIMHCKUX HAYK, MIEAXATP BBICIICH KaTteropuu, [leTckas
ropojicKasi KiImHu4Yeckast 6ompHUIa Ne 2 YipaBieHusi 001IeCTBEHHOTO 37I0pPOBbs TopoAa Anmarsl; e-mail:
dinazake@mail.ru; ORCID: 0009-0006-6605-2710.
Hcenynaesa Ceeryiana XaJMTOBHA — KaHJIUJIAaT MEIUIIMHCKUX HAyK, MEeAUaTp BbICIIEH Kareropuu, JleT-
CKasl TOpOJICKasi KinHu4Yeckas OonmbHMIa Ne 2 YmpaBieHus OoOIIECTBEHHOTO 370POBbs TOpoaa AJMaThI;
e-mail: spMaximka228@yandex.com; ORCID: 0009-0009-6401-9265.

ABOUT AUTHORS

Borodin Maxim Andreevich — 4"-year student of the Faculty of Medicine of the Federal State Budgetary
Institution «V. A. Almazov National Medical Research Center» of the Ministry of Health Russian Fede-
ration, Russia, Saint Petersburg; e-mail: borodin934912@gmail.com; ORCID: 0009-0004-9905-7345;
phone: + 77057095097.

Ismailova Dina Bazaralovna — Candidate of Medical Sciences, pediatrician of the highest category, Chil-
dren's City Clinical Hospital No. 2 of the Department of Public Health of Almaty; e-mail: dinazake@mail.
ru; ORCID: 0009-0006-6605-2710.

Ispulaeva Svetlana Khalitovna — Candidate of Medical Sciences, pediatrician of the highest category,
Children's City Clinical Hospital No. 2 of the Department of Public Health of Almaty; e-mail: spMax-

imka228@yandex.com; ORCID: 0009-0009-6401-9265.

Bknao aesmopos. Bce asmopul npunumanu pasHocunivHoe yuacmue npu HanucaHuy OaHHOU Cmamoi.
Kongpnuxkm unmepecos. Bce asmopul 3as61510m 06 omcymcmauy HOmeHyuaibHo20 KOHGIUKmMa unmepe-
cos, mpebyouje2o packpvlmus 6 OAHHOU Cmambe.

56



AKTYAJIBHBIE IIPOBJEMbI TEOPETUYECKOM M KJIMHUYECKOW MEJULIMHBI, No2 (44) 2024

Jlanunwviti mamepuan ne Ol 3as6/1eH panee, OJisl NYOIUKAYUU 8 OPYeUx U30aHUsX U He Haxo0Uumcs Ha paccmo-
mperuu opyeumu uzoamenvcmeamu. Ilpu nposedenuu oannou pabomovl He ObLIO PUHAHCUPOBAHUSL CMO-
POHHUMU OP2AHUAYUAMU U MEOUYUHCKUMU NPe0CmMasumensCmseamu.

QDunancuposanue. Omcymcmeyem.

Cmamus nocmynuna: 23.01.2024
Ilpunama k nyonuxayuu: 10.06.2024.

YIK: 616.831-004.4
MPHTH: 76.29.49

OCOBEHHOCTHU KJIUHUYECKUX NPOSBJEHUM,
JTUATHOCTUKHU U TEPAIIUU TYBEPO3HOT O CKJIEPO3A
Y IETEH

M. M. JlenecoBa'?, A. A. UcabexoBa™'?, /I. A. Kynep6aesa', b. A. Opazanues'
'HYO «Ka3zaxcrancko-Poccuiickuii MeIMIIMHCKIIA YHUBEpCUTETY, Kazaxcran, AmaTsl
2KI'II na I[IXB «Jlerckas ropoJicKasi KIIMHUYecKasi 0ompHHIIAa No2)y
VYipasieHus 00LIECTBEHHOTO 3/[paBOOXpaHeHust Topoaa Anmatsel, Kazaxcran, AnmaTsl
*Koppecnonoupyrowuii agmop

DOI: 10.24412/2790-1289-2024-2-57-66

AHHOTANUA

TyOepo3HbIi CKJIEpO3 — TeHETHUECKOe 3a00JIeBaHUE M3 TPYIIBI (JaKoMaTO30B, XapaKTepHU3yeMoe
TTOPKEHUSIMH KOXKH, HEPBHOM CHCTEMBI M BHYTPEHHUX OPTaHOB, CBSA3aHHBIMH C HapyIIEHUEM Iposudepa-
1AW, MUATPAAH B TU(GPEPEHITMPOBKU KIETOK HEHPOTIHH.

[Tpu TyOEepo3HOM CKJIEPO3€ YacTO MOPAKAOTCS Pa3IMYHbIE OPTaHbl, a JICYCHUE BIIEPBBIC JTUATHO-
CTUPOBAHHBIX CIIy4aeB TYOSPO3HOTO CKJIEPO3a OOBIYHO SBISETCS MYJIbTHAMCITUIUIMHAPHBIM, YTO CO3/1aeT
npo0IeMy I KOMITIEKCHOTO KJIMHUYECKOTO BEJECHHUS MAIlUEHTOB C TyOEepO3HBIM CKJIepo3oM. Tpaauim-
OHHO Teparnusi TyOepO3HOTO CKIIEp03a B OCHOBHOM COCTOUT M3 XUPYPIHYECKOTO JICUCHUS M CUMITTOMATH-
YecKo# momaepkuBaromiei Tepanui. OHAKO B TIOCIIETHUE TObI MPEIIOKEHA KOHIETIUS MPEIM3UOHHON
MEUITMHBI ¥ BCe OOJIbIIICe BHUMAHUE YACISICTCS MOJISKYJIIPHON TapreTHOM Teparvu.

B crarhe ommcaH peakuil ciydail TeHeTUYECKH JETEPMUHUPOBAHHOTO MOJIMCHCTEMHOTO 3a00J1eBa-
HUs — TyOepo3Horo ckieposa (6one3nb bypueBwmnsa-Ilpunria). [IpaBunbHas u cBOEBpeMeHHasl THArHO-
CTHKa TyOEepO3HOTO CKJIEPO3a MMEET OCHOBOITOJIAraroliee 3HaYeHHe, TTI03TOMY B CTaThe MOAPOOHO H3JIOXKE-
HBI COBPEMEHHBIEC AMUEMHUOIOTHUECKHE JIaHHbBIE, TCHETHYECKHUE M KIIMHUYECKUE KPUTEPUU THArHOCTUKH
3a0oneBaHus U JedeHne. Ha mpumMepe uctopuu 00JIe3HU MalMeHTa ¢ TYOSpO3HBIM CKIIEPO30M IIPOaHATTU3H-
pOBaHBI 0COOCHHOCTH TeUEHUs 3a00IeBaHUS B JIETCKOM BO3PAaCTe.

B npencraBneHHOM KIMHUYECKOM MPUMEPEe IEMOHCTPHUPYETCs Kiaccuueckas cumnromaruka TC u
PEKOMEHTaIliH.

Knrouesvle cnosa: oemckas nesponozus, cenemuyeckue 3a001e8anus, myoepo3Hulll CK1epos.

Beenenne

Ty6eposnsiii ckinepos (nanee — TC) — ayTo-
COMHO JIOMUHAHTHOE T€HETUYECKU MYIBTHCHUCTEM-
HOe 3a0oJIeBaHKe, MaHU(DECTUPYIOIIEe MPEUMYIIIe-
CTBEHHO B JIETCKOM BO3PACTE U MPOSBIISIIOIIEECs 00-
pa3oBaHUEM B pa3IMYHBIX OpraHax v TKaHIX J100po-
Ka4eCTBEHHBIX HOBOOOpa3zoBaHMii (raMmapTombl) [ 1].

Tumns! TyOGepo3HOro cKiepo3a:

[epssiii Tun: TSCI - 9934 (xonupyer ra-
MapTHH);

Bropoii Tun: TSC2 - 16p13 (konupyer Ty-
Oepun);

Tpetuit Tun: TSC3 - 11923 (nonoaHUTENb-
HBIH ToKycH).
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