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Pesrome

BHekume4dHble NpOsABIEHNUA BCTPEYAOTCA
y KaXXJIOr0 BTOpOro pebenka c 6one3nbio Kpona,
MOTI'YT 3aTparmBarh JT00YI0 CUCTEMY OPTaHOB,
OIlpefie/IATh TedeHue, 00beM Tepaluu U Hpo-
THO3 OCHOBHOTO 3aboneBanus. Koxa aBnsaercs
HaybosIee YaCTHIM «OpPraHOM-MUIIEHBIO» U3 BCeX
BHEKMIIEYHBIX ITPOSABICHNIT, CHEKTP KOXKHBIX
MOPa>KeHNI 3HAYNUTENbHO KJIMHNYECKN U TTaTO-
TreHeTUYeCK) reTeporeHeH. MeracraTuyeckas
6one3up Kpona (MBK) - upesBpruaitHo pegkoe
BHEKJIIIEYHOE [IPOsABJIeHNEe O0Ie3HM, ITOIXOMbI
K IMarHOCTMKE U Be[eHUI0 KOTOPOI He CTaH-
IapTU3MPOBAHBI HU Y B3POC/BIX, HU Y HeTeN.
Hamb6ornee yacteim onucannem MBK B nutepa-
Type AB/IAETCA IOopakeHNe KOXU, XOTs BO3MOXK-
HBI I UHTEPCTULMATbHOE NTOPakKeHUe IeTKUX,
nopaxeHue kocreit 1 mpi, JIOP-opranos, He-
penKo gecTpyKTuBHOro Xapakrepa. MBK koxn
KJIMHIYECKY pa3HOOOpa3Ha: aly/le3Hble, 9pU-
TE€MaTO3HbIE 3JIEMEHTBI C BOSMOXXHBIM U3bA3-
BreHMeM. IlepBryHad [MarHOCTNKA TaKUX 3Jle-
MEHTOB, KpaliHe CJIO’KHa, Pe/JKO IPOU3BOAUTCA

CBOEBpPEMEHHO, 00513aTe/IbHO TpebyeT Mopdo-
JIOTMYeCKOTO MO TBEPXKAEHNA — OOHAPY>KEHU A
SMUTETMONTHON I'PaHy/IEMBI 11 €€ 37IEMEHTOB 32
npegenamu JKKT. IIpoTokonos TepaneBTuye-
ckoro BefiennA MBK He cymjecTByerT, B 1e4eHnn
MIPUMEHIOTCA MOAXOABI K Tepanuy BK: mokasax
3 dexT OT IpUMeHEeHN s OPaIbHBIX CTEPOUIOB,
npenaparos a-PHOa. B cTarbe onmcan coyyait
MeTacTaTuyeckoi 6onesnu Kponay mogpocrka
16 /meT HEOOBIYHO TOKANMM3ALMN — HOCOBOI
Heperopofkim. [lecTpyKTHBHBI XapaKTep Hopa-
JKeHUs1 ¢ 06pasoBaHmeM mepdoparum HoCOBOII
HeperOpOKY OIIpefe/INI CJIOKHBIN IYTh fud-
(hepeHIaIbHOTO AMAarH03a C IPaHy/IeMaTO30M
Berenepa. I[Ipn mopdonornyeckom uccnemo-
BaHMM O6MOITATA CIUBUCTON 0060TOYKM HOCA
ObUIY OOHAPYXKEHBI SIUTENTNONTHbIE KJIeTKY
capkoupgonono6Hoi rpanynemel. CucreMHoe
npuMeHeHne ruKokoprrkocreponos (I'KC)
IpUBeso K anurenusanun gedexra HOCOBO
IeperopojKy U CHUKeHUI0 aKTuBHOCTU BK
B KUIIIEYHUKE.

Knrouesbie cnoBa: 60/1e3Hb KpOHa, BHEKMNIIECYHDbIE ITPOABICHN S, BOCIIA/INTETbHBIE 3ab0eBaHuU A
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Summary

Extraintestinal manifestations occur in every
second child with Crohn’s disease, can affect
any organ system, and determine the type of
therapy and prognosis of the disease. The skin is
the most frequent “target organ” of all extrain-
testinal manifestations, the spectrum of skin
lesions is extremely clinically and pathogeni-
cally heterogeneous. Metastatic Crohn’s disease
(MBCQ) is a rare extraintestinal manifestation
of the disease, approaches to the diagnosis and
management of which are not standardized in
either adults or children. The most frequent
description of MBC in the literature is skin dam-
age, although interstitial lung damage, bone
and muscle damage, and ENT organs, could
be destructive.

MCD lesions vary in morphology and can
arise anywhere on the skin, rarely undergo re-
verse development, require special approaches to
therapy. The primary diagnosis of such elements

is extremely difficult, often delated, biopsy is
required for a definitive diagnosis — the detec-
tion of epithelioid granuloma and its elements
outside the gastrointestinal tract. Therapeutic
approaches to MCD are not standardized now,
they are carried out according to the protocols
of CD management, and the effect of the use of
oral steroids, a-TNFa drugs is shown. A case
of metastatic Crohn’s disease in a 16-year-old
teenager with an unusual localization - the nasal
septum is described. The destructive nature of
the lesion with the formation of perforation of
the nasal septum determined the difficult path
of differential diagnosis with Wegener’s gran-
ulomatosis. Morphological examination of the
biopsy of the nasal mucosa revealed epithelioid
cells of sarcoid-like granuloma. Systemic gluco-
corticosteroids use (GCS) led to epithelialization
of the nasal septum defect and a decrease in the
activity of CD in the intestine mucosa.

Keywords: Crohn’s disease (CD), extra-intestinal manifestations (EIM), inflammatory bowel
diseases (IBD), children, metastatic Crohn’s disease (MCD)



B 1932 ropy noxropa beppunn b. Kpon, Jleon
I'mus6ypr u F'oppon [I. OnnenreiiMep B cTa-
The «PervoHapHbI MIeNT», ONy6IMKOBaHHON
B JKypHane AMeprKaHCKOI MeIMIIMHCKOM acco-
LMalyu, OIMCAIN 3ab0JIeBaHIIe, XapaKTepU3YIo-
1reecs MOAOCTPBIM VTN XPOHUYEeCKM HEKPOTH-
3MPYIOIIMM BOCIIa/IEHNeM TePMIHATbHOI 9acT!
oziB3ao1Hol Kuku [1]. Bckope 6p110 06Hapy-
JKEHO, YTO TO TPAHY/IEMATO3HOE BOCIIA/INTETbHOE
3a00jIeBaHMe MOXKeT IOpaXkaTh TI00YI0 00/1acTb
XKETYJOYHO-KUIIEYHOTO TPAKTa, 3a00/IeBaHIIO
6b110 maHo HazBaHwe 6one3nu Kpona (BK) [2-3].

B HacTosmee BpeMs 3HAUNMTE/NIbHOE YBEIN-
yeHIe 4acToThl 3aboneBaemoctu BK Bo Bcem
Mupe HabII0aeTCsl B Pas3IMYHbIX BO3PACTHBIX
I'pyHNIIaX HAace/leHNUs, B TOM YIC/Ie y HeTeil: eB-
pomericKkye KOrOpThI, JaHHbIE OT/AEIbHBIX POC-
CUMCKMX e TCKUX KOTOPT IIOKa3bIBAIOT IPUPOCT
3aboneBaemoctu bK cpenu nereii B 3-10 pas 3a
nocnepuue 10 et [4-7].

CnoxxHocTbh fuarHoctuku bK B jeTckom Bo3-
pacTe onpepenseTcs HepefiKo CyOKIMHNYeCKIM
Ha4yaJIoM, a TaK>Xe 3HAYMTETbHBIM CIEKTPOM
KUIIIEYHBIX 1 BHEKMIIIEYHBIX IposiBrennit (BKIT)
3a0071eBaHM I, KOTOPbIE He BCer/ja KIMHIYECKN
oueBupHbl. BKII MoryT 3arparusarh n100yIo
CHUICTEMY OpPTaHOB, OIHAKO Hanbosee 4acTo 1o-
pa’kaeMble «OpTaHbI-MUIIEHN» Y IeTell 1 B3pOcC-
JIBIX — CYCTaBBbI, KOXKa ¥ CIM3UCTbIe 000I0YKY,
raasa u remarobunapHas cucrema [8].

YacTroTa KOXXHBIX nmopakeHui npu BK
B JIETCKMX U B3POCIIBIX KOTOPTAX KOIEOIeTCs
B ipefienax 10-44%, c mpenMyIeCTBEHHBIMU
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IPOSABIEHUAMY B BUJE Y3710BaTON 5PUTEMBI,
Oy/Ie3HOTO SINIepMOIN3a, IICOpMasa, TaHrpe-
HO3HOI nnofepmun [8-9].

VccnemoBaTenaMy npejIaraloTcs pasiand-
HbIe TTOXOMIbI K CUCTEMATU3ALUY 6OBIIOTO
konndyectBa Ko>kHbIX BKII Ha ocHOBaHUM ma-
TO(DU3NONMOrnIecKnX CBsi3ell C OCHOBHBIM 3a-
60nmeBanmeM. JIFOOOTBITHO Jle/IEHME KOXKHBIX
BKII B3K nTanbAHCKMMM y4€HBIMY Ha 5 OCHOB-
HBIX Ipynil (1- cO CXOHBIM I'MCTONIOTMYECKIM
CTpOEHMEM — [IePICTOMaJIbHBIe\ ITIepuaHaTbHbIe
peaxunim; 2 — acCONMMPOBAHHBIE C AKTVBHOCTHIO
OCHOBHOTO 3a60/1eBaHNA (K IPMMepY, HOLO3Ha A
apuTema); 3 — peaKTUBHbIE IEPMATOTOTMYeCK e
nposiBneHns (HeiTpoduabHble TepMaTO3BbI,
KaK raHIpeHO3Hasl nmnopepmus); 4 — BTOpud-
Hble, MHAyLUpoBaHHble Tepanueil (a-OHO-
VMHAYLVPOBAHHBII IICOPMA3 1 Ip.); 5 — IPOSB-
JIeHUsI TUIeBOi Manbabcopbium) [10]. JInbo
IIPEeJJIOXKEHO JiefieH1e KOXXHO-cnu3ucToix BKII
Ha 3 6oJblIMe TPYIIIbI, KOTZA CBA3b C KUIIeY-
HUKOM 6o0jiee unu MeHee oueBuaHa (tabs. 1) [3].

Kpaitae penxum (c 1965 ropa B mureparype
3aperucTpUpOBaHo 4yTh Oonbuie 100 cyyaes),
MHTEPECHBIM, Yallle BCeT0 MMEeHHO KOKHbIM BKII
BK aBnserca memacmamuvecxas BK (MBK) [3].

B 1965 ropy Ilapkc u coaBTOpPBI BIIepBbIe
OINCaIM HeKa3eo3Hble TPAaHY/IEeMbl B MeCTaX,
y/laJIeHHBIX OT YKe/TYLOYHO-KNMIIEYHOTO TPaK-
ta. OTHAKO TEPMUH Memacmamuueckoil 60-
ne3nu Kpona BBeneH Obl1 mosxe — B 1970 rogy
MayHTVHOM IIpY ONMCAHUM JBYX KIMHNYECKN
Y TMCTOJIOTMYEeCKM CXOTHBIX crydaes [11].

IIpsiMoe pacIpocTpaHeHue OT
KMIIeYHNKA K IpIIeraolieii Koxe (Koxa
TIPOME>KHOCTH, Kpasi CTOMBI)

JlepMaTO3, TECHO CBA3aHHBIIL C 60/IE3HBIO
Kpona

IMopa>keHMs KOXM B MeCTaX, He IIPHU/Ieralomux
K JKeTy/{04HO-KUIIEeYHOMY TPaKTy

TpenHb

CBuim

IlepmananbHbBIE TOPAYKEHNA

ITopayxeHne omocT! pra

TanrpenosHas nuopepmus

VY3noBaras spurema

MynbrrdopMHas spuTeMa
IIpno6peTeHHbIIT Oy/IIe3HbLI SINIePMOTIN3
AdTO3HBIT CTOMATHUT

OHTEepOnaTUYeCKNit AKpOoJepMaTUT
VI3sMeHeHMA KOXXI, CBSI3aHHBIE C HApyIlIeH)eM BCachbIBaHMA
Ilcopnas

Burtunuro

Y3€/IKOBBIN MONMMAPTEPUNUT KOXKI
Mertacratndeckas 6one3up Kpoxa (MBK)

Ta6bnuua 1.
KoXHo-cnusucTble
BHEKMLUIEYHbIE NMpo-
AsneHus bK, knaccudn-
Kauus
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Knunuuecxas xkapmuna MBK

Knuanyeckn MBK kpaitHe pasHOpoOjHa.
Hawubomnee pacipocTpaHeHHbBIMY 00IaCTIMU
KO>KHOTO TIOpa>keHM S IBJIAIOTCS HUDKHIIE KOHed-
HOCTM, Hapy>KHbI€ IT0/I0BbI€ OPTaHbl, TYJTOBUIIE
n muio [12]. Pexxe B onmcaHMAX BCTPEYAIOTCS
KOXKa IPY/M, yXa, mynka [3,13-15]. B mureparype
II0Ka3aHa IpefpacloIo>KeHHOCTDb TaKUX Mopa-
>KEHMII K BJIa)KHO Cpefie: MeXKITajIbLieBble IPOMe-
JKYTKU — MHTePTPUIMHO3HA s 00/1aCTh, B KO>KHBIX
cxnazkax [16]. [Topa>keHM s MHTEPTPUTMHO3HBIX
obrmacTeil HepeKO UMEIOT U3bSI3B/IEHHBIN BUJI,
Ha KOHEYHOCTSIX M JIN1ie — Yallle SpUTeMATO3Hble
n nHorya 6one3HeHHbIe. TakoKe onycaHsl Gpuose-
TOBBIE epU(OIINKYIAPHBIE NAITY/IbI Y TUXEHO-
upHble manyel [17-18]. Metacratuyeckue odaru
MOTL'YT TaK>Ke pacliofiaraTbcs B JITKMUX (MHTEP-
CTUINIL), B KOCTSIX 1 MblIIax, B JIOP-opranax
(aTpoduuecknit/runeprpodudecKnil pUHUT,
MIOJINIIO3HBIN CMHYCUT, SIUIJIOTTUT, TAPUHTAT
CO CTOVIKVMM OTEKOM CKJIaJIOK 1 IIOICK/IAJJOYHOTO
IpOCTpaHCTBa). BocmaneHye Bo MHOTMX ClTy4asax
HOCUT JieCTPyKTUBHBIN Xapakrep [19-20].

MBK opymHakoBO 4acTo IoparkaeT IpecTa-
BITEsEN 0O0UX [IOJIOB, IeTEN ¥ B3POCTIBIX (XOTS
K/IMHUYeCKas KapTUHA y ieTeil ¥ B3pOCIbIX MO-
JKeT oTndatbesi). He oTMedeHO Koppemsinn
C aKTUBHOCTBIO U TsKecThio BK, MBK yamre
BCEro BCTpedaeTcs MpU TONICTOKMIIEYHO J10-
Kanusanuu 3aboneBanus [3, 21].

Ilamoeernes MBK

[TpenmosxeHBI 2 OCHOBHBIE TEOPU PA3BUTUA
MBK [13, 22]. [lepBas Teopust mpepmoaaraer
PpasBUTIE TPAaHY/IEeMAaTO3HbBIX peaKLMIi Ha Heu3-
BECTHbBIE AaHTUTEHBI B BUIe IEPUBACKY/LAPHO JI0-
KaJ/IM30BaHHBIX MOHOIIMTOB U STIUTETMOMHBIX
TUCTUOINTOB, aHTUTEHBbI TeMAaTOTe€HHO IIepe-
Hocatcs u3 JKKT u B KOHEUHOM UTOTe IeOHN-
pyTcs B Koxke. Bropas Teopus noppasymesaer
Te4yeHNe IPaHy/IeMaTO3HOTO BaCKY/IUTA, IPK
KOTOPOI CeHCHOn3upoBaHHbie T-TuMpornThI
(peakuusa runepuyyscTBuTebHOCTK [V TUIIA)
pearupyoT Ha [UPKYIUPYIOIe B KPOBY aHTH-
reHbl, BBICBOOOXK/1asi pasnnaHbie TUMEPOKMHbI
M AKTUBYPOBAaHHbIE MOHOL[MTBI, YTO U IIPUBOJUT
K IpaHy/IeMaTO3HOMY IIOBPEKIEHUIO CTEHK CO-
CyZa M BOCIIaJIeHNIO. SIBIIAIOTCA M COCYyAUCTDIe
M3MEHEHNM A IyCKOBBIM MexaHusMom MbBK nnn
Pe3y/IbTaTOM BTOPMYHBIX MI3MEHEHNT], ellle pef-
CTOUT OTIpefenuTsb [3, 23].

CymlecTByeT 1 maparie/ibHas IMIoTe3a BO3-
HuKkHOoBeHM s MBK, kak MyIbTH(aKTOpUaTIbHOTO
pesynbraTa UMMYHHBIX MEXaHU3MOB, TeHETHYe-
CKOJI IIpeJpacloIOKeHHOCTY Ha UeHTU(U-
Kaluio 0aKTepuaabHbIX AaHTUTCHOB, OJHAKO
npucyrcTBus 6akrepuanbHoit PHK B Ko>XHBIX
IOpa’keHMAX He ObLI0 3apUKCHPOBaHO [3,24].

T'ucmonozus

Mopdonorudeckme KO>KHble IPOSABICHNUA
MBK cXopiHbI € TepBUYHBIM TIOPaKEeHMEM KM~
uuka ipu BK [3]: Boctanurensublit nHbMIBTpAT,
cofiepyKaIyii HeKa3eo3Hble SN TeOIHbIe I'Pa-
HyJ/IeMbl CApKOMIHOTO TUIIA, K/IeTky JIaHrxaHca,
SIMUTETMON I HbIE TUCTUOLUTDI, IIJIa3MOLUTHI,
OKpY>XeHHbIe TMM(OMOHOLUTAMY C pacHOJIOXe-
HIEM B iepMe, a MHOTTIa 1 pacIPOCTPAaHAIOLINXCA
B MTOJKOXKHYI0 KneT4yarky [3,23]. HexoToperre
I'PaHy/IEMbI PACIIONIOXKEHBI IEPUBACKY/IAPHO,
IIPM 9TOM CTEHKa COCyIa MHTAKTHA [3,25], B TO
BpeMsA KaK OCTa/IbHble IePUBACKYIAPHO pacIio-
JIO)KeHHBIE I'PaHy/IeMBbI COIIPOBOX/IAI0T BaCKY/IUT
MEJIKMX U CPeJJHUX COCYZIOoB. Pexxe B muTeparype
OIIMCBIBAETCA JleTeHepalysA KO/IareHa, N3BeCT-
Has Kak HeKpo6103, UHPUIIBTPAT, O0raThli 5031-
HO(WMIaMI, C BBILIETIEKAIIVIMY M3 bA3BICHIAMY
B 3MMJiepMIICe, OTEKOM JepPMbl, TNXEHOUTHBIM
Y IpaHy/IeMaTO3HBIM iepMaTuToM [3, 25, 26].

Huaenocmuxa u dupdeperyuanvrolii ouazHo3

Metacraruyeckas 6one3Hb KpoHna Mmoxer
YCIEIMIHO MMUTIPOBATDh 3HAYUTE/IbHBII CIIMCOK
pasnuvHbIX 3ab6oneBanmit (Tab. 2), 4TO flenaer
ee KpaliHe CJIOYKHOV JI/Is IMATHOCTUKY [3, 25,27].
[Moppo6HbIt aHaMHe3 U GU3UKATBHBII OCMOTP
IIOMOTYT CHEIVIA/IMCTY CY3UTb IPAHMUIIBI JMATHO-
CcTU4YecKoro nomcka. OHaKo OMOICHS KOXXHOTO
MMOpakeHW s SIB/ISIETCSI HEOOXOA VMO ITO3MIIMEN
11 IoATBep>xAeHn A nuarsosa MBK. Yame Bce-
r'0 HepeveHb JIOTOTHUTENbHBIX 00C/IeJOBaHNIT
st pudpdepeHManbHOM TMATHOCTUKY BKJTIO-
YaeT TyOepKY/IMHOMATHOCTHKY, OKpalllBaHUe
TKaHell Ha KUCTIOTOYCTOYMBbIe 6akTepun, PAS-
OKpalllMBaHMe Ha MoJIucaxapu/pl (epuopmde-
cKkoe okpamuBanue kucnoroit lllngga), moces
TKaHei1 [3, 22, 25, 27].

Jleuenue

Meracratudeckas 6ome3nb KpoHa MmoxeT BbI-
3BaThb 3HAYNTe/IbHbIE TEpANleBTUYECKIIE CIOKHO-
CTU, CTAH/IAPTHBIX IPOTOKO/IOB tedeHnst MBK He
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FpaHynemaTosuble 3aboneBaHusA HerpaHynemaTosﬂble 3aboneBaHns

Ko>xHbIi1 capkonyo3

Iry6oxie rpr6KoBbIe MHEKIVIN
Benepnaeckas mumdorpaHyzemMa
ITaxoBas rpanynema

I'HOVHBIN TUpafieHUT

Ty6epxynes laHrpeHo3Has mmopepMms
Cucdnnmc Vimneturo
Muxkob6akrepuanbHast MHG K YsnoBaTas spurema
AKXTHOMMKO3

AptuduiyanpHlit fepMaTUT (BBefieHV e NHOPOJSHBIX BEIIECTB)
IlIncrocomos

Xpoundeckas mumdenema (XpoHndeckmit mmmdpocTas)
Poxmcroe BocnaneHme

XPpOHIMYeCKNIT I[e/UTIOINAT

Peakuysi Ha MHOPOJZHOE TENIO

cymectByeT. COOOIIaNOCh, YTO TaKye KOXHbIE
IIPOSBJIEHVIA MOTYT CIIOHTAHHO paccachIBaThCs,
OJIHAKO B OOJIBIIMHCTBE CJIy4aeB OHU SIBJISAIOTCS
crorikumu [3,10].

MecTHas Tepanus pacTBOpaMM KpacHUTeseil
(pacTBOpBI IepMaHTaHaTa KalysA) Y aHTYUCEII-
TUKOB (X/IOp-COiep>KallNX, LIMHK-COflepKaIlNX,
pacTBop Byppoy), yBra>kHAOWMMY CpefcTBaMy,
[IPOTUBOTPUOKOBBIMY CPERCTBaMU (KIOTPU-
mason), PUVA -repanus okasanuch Headex-
TUBHBIMU. [10/IOXKNTENBHBINI OTBET OTMEYEH OT
[IPUMEHEHN I TOIIMYECKUX CTePON OB (Kpema
C BajIepaTOM U JUIIPONVOHATOM OeTaMeTa30Ha,
IIPONMOHATOM KJI00eTa30/1a) ¥ OpaIbHBIX CTePON-
IoB (mpegHMU3070H, 20—-40 Mr/cyT.) [3,10,28]. ITpn
cToiikux nopaxennsax MbBK, nepsonauanbHo j1e-
YEHHBIX IIPeJHI30/I0HOM, Xopouii addexT no-
JIy4eH OT IIPUMEHEHA JOIIOJTHUTENbHO 3% Masu
cynbgacanasyia Wiy npreMa cynbgacanasyua,
2-4 r/cyT. BHYTpb. O6CYK/IaeTCA MOMOXKITEb-
HbIT 9 deKT cynbdacanasuHa B yCKOPEHUN 3a-
JKMBJIEH S1 KOKHBIX ropaskennit mpu MBK [3,28].
ITpuMeHeHMe MecanasyHa Tak>Xe OBIJIO OXKM-
naemo 3¢ deKTUBHO ¢ 3TUX XKe mosuuit 3,29].
AnTtubaxkTepuanbHas Tepalusa METPOHUA30-
noMm (0,8-1,2 r/cyT.) HOKa3aa IpOTUBOPEUNBbIE
pesybratsl [3,28], a mpuMeHeHMe edanekcHa
u nunpodoKcanyHa okasanoch HeaddekTus-
HbIM [22]. [Tokaszan saxussomunit a¢dekr ot
MEeCTHOTO IIpMMEeHEeHM s TaKpomMmyca, 0,1% [30].

IIpn MBK Koy mpoMeXXHOCTU ITOKa3aHa
Xupyprudeckas o6paboTKa nopakeHui, a Tak-
e runepbapudeckas OKCUTEHALUS C COIYT-
CTBYIOLIEI Tepamnuell METPOHUAA30/I0M [44,
45]. Xupyprudeckoe nedenue BK (pesexnus
[IOpa>KeHHBIX yYACTKOB KMIIKY) He yIydIIaer
cocrosaHrue MBK u He npepoTBpaiaeT ee pas-
Butue [3,31,32].

S¢dexruBubM B Tepanuy MBK okasanoch
IpUMEHEeHMe pa3JIN4dHbIX TPYII MMMYHOCY-
IIPeCcCcOpoOB: a3aTUONPUH U 6-MepPKaITOIY-
PUH, [UKIOCIOPMH, MUKodeHonat ModeTun
[3,33-34].

[Tpu Ts1KenbiX, pedpakTepHBIX K Tepanun
¢dbopmax, nokazaH apeKT OT IpUMeHEeHU IIpe-
napatoB I'VIBT a-®HO«: nupnmukcnmada, aga-
nuMyMaba u nepronusymada [3,10,35-38]. B cny-
vyae nHpAUKCHMaba HepeKO NCIOTb30BaIOCh
codeTaHMe C METOTPEKCAaTOM, IIPU Pa3BUTUN
MTOJIKOXKHBIX abCiieccoB aHTUbaKTepuanbHas
Tepamnus METPOHUA30/I0M U IuIpodIoKca-
umnHoM B gononHeHun kK a-OHOa-tepanun
[3,38-40]. Peryuaus MO>XXeT BOSHUKHYTDb IpU
M1000M U3 BBIIIENEPEINCIEHHBIX METOOB Jie-
YeHs1. 3a)KMBJIEHNE KOKHBIX OPaXKEHMIT IPU
MBK Mo)xeT IpOMUCXOOUTb ¢ 06pa3oBaHueM
runeprpoduyecKux pyobuos, KOTOpbIe XOPOLIO
nopaTcst o6paborke CO2-nmazepom [3].

MbI Hab/IofaMV eAMHCTBEeHHbLI cry4yait MBK
C opa’keHueM Hoca u nepdoparyeit HOCOBOI
IIePeropojKM y MauueHTKM 16 yier.

JeBouka 16 €T mocTynuIa B KIMHUKY BIIep-
BbI€ C )Ka/I06aMM Ha y4allleHHBI 10 3-4 p/cyT
CTYJI C IPOXXVIKAMM KPOBY, BBITE/ICHN A I3 HOCA
CNIM3UCTO-THOMHOTO XapaKTepa.

B pannem anamuese — 6e3 ocobenHocreit. V3
aHaMHe3a 3a007eBaHMsI: 00/IbHA TTPEJIIONOXKN-
TeJIbHO C Bo3pacTa 10 jieT ¢ osAB/IeHusA IpuMeceit
KpOBU B 0pOPM/IEHHOM, 3aTe€M Pa3XIMKEHHOM
U y4allleHHOM MaKCHMAJIbHO JI0 6 p/CYT CTyIIe,
Tepanus KUIIeYHbIMY aHTUCENTUKAMMI C Kpart-
KOBPEMEHHBIM IOTOXUTENbHBIM 3hPeKToM.
B Teuyenne 3 mMec. B 00111eM aHanMM3e KPOBU MIPU-
3HaKM BocmaneHus (enkouuros go 14x10°/x,
CO3 35 mMm/4). B Teuenne roma ob6cmemoBaHm\
JIed9eH A He TpoBoAmnock. [Tpu rocnuranusannn

Tabnuua 2.
OnddepeHuymanbHbIi
[narHo3 meTactatmye-
cKoii 6onesnm KpoHa [3]
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TOJL CIIYCTS OT HePBBIX CUMIITOMOB 60JIe3HM
IIpOBeleHa PeKTOPOMAaHOCKOIN A JI/IS UCKITIO-
YeHM IOINUIIA TOJCTOV KUIIKY, YCTAaHOBIEH
AVIaTHO3 A3BE€HHOTO KOJINTA, IIPOKTOCUT MOUAN-
Ta. PeOeHOK IO/Iy4Yas Impenaparsl Mecana3|Ha,
MeTpPOHNUJa30/1a KOPOTKUMIU KypcaMu ¢ Obl-
CTPOIl OTMEHO]1, C HEUYeTKIM ITOJIOKUTe/IbHBIM
a¢ppexrom. Exxerogusle rocrimranmusalum B cTa-
I[VIOHAp 10 MeCTY XXUTeNbCTBa O0e3 Ha3HaYeHU
IaTOTre€HeTUYEeCKOI Tepanni, B 12 neT — anusop
apTpanruit B KoneHHelx cycrapax. C 15 net mo-
SBVJIUCH KPOBSIHUCTO-THOMHbIE BBIIE/ICHUS U3
HOCa, pelUANBUpYol e ap TO3HbIe CTOMATHUTBL.
OcMOTpeHa OTOIAPUHTOJIOTOM II0 MECTY >KU-
Te/IbCTBA, AMATHOCTYPOBaHa nepdopanus Ho-
COBOJI IEperOpOIKY, 3aII0J03PEH ITPaHy/IeMaTO3
Berenepa (I'B), pe6eHOK HalpaB/ieH B JeTCKOe
peBMaToONOrn4YecKoe OT/e/IeHNe CTallMoHapa,
IZie IIO pe3y/ibTaTaM 00C/IeOBaHNA JaHHBIX 3a
I'B ne nomyueno.

IIpu nabopamoprom 06cnedosanuu 00pauyano
8HUMAHUE:

HesnaunrenbHas madopaTopHasi akTMBHOCTD
B Buje nosbimenus COI no 32 MM/4 B oO11e-
K/IMHIYEeCKOM aHa/IV3e KPOBIL, AUCIIPOTENHEMUN
(anp6ymun 43,1%, anbdal 4,2%, anbda2 9,0%,
6era 9,7%4, ramma 34,0%7).

IIpu uncmpymeHmanvHom Uccnedo8anuu:

Mneoxononockonus: MHOXeCTBEHHbIE 9PO3UN
C/IMBUCTON 060IOYKY IO/ B3LOIIHON KUK,
adTO3HOE MOpa’keHMe KYIIo/Ia CIenoi KuI-
k. TaycTpsl n ¢pusnonorndeckue CPUHKTEPHI
OTCYTCTBYIOT Ha BCeM IIPOTSDKEHNUN, 3a WUC-
KJII0YeHMeM IIPsIMON KUK, [IpocBeT KMIIKY
B BIfie TPYOBI Ha BCeM MIPOTSDKEHNH, OTINIUTD
OT/Ie/IBI TOJICTO KMIIKM He IIPEACTABIAETCS
BO3MOXHBIM, OTCYTCTBYET XapaKTePHBII TPey-
FOJIBHBIIL IIPOCBET MOIEPEYHO-000/J0IHOTO OT-
mena. 3axmodenne: 6onesHb KpoHa, M1e0KONT,
OC/IOXKHEHHOE TedeHe — IPOT>KeHHBLIT p16po3
CTEHOK TOJICTOV KMIIKMU.

Moponoeuueckoe uccnedosarue 6uonmamos
1006300UIHOLL U TONICMOL KUK CTTUBUCTas 000-
JI0YKA TOJICTOV KVIIKI C TUIIEPTPO(GUPOBAHHBIM
[IOBEPXHOCTHBIM U KPUIITA/IbHBIM SIIUTEINEM.
dopma KpUIT Pe3KO M3MEeHEeHa, B IIOBEPXHOCT-
HOM SIUTENMNI CHVDKEHO YIC/IO MNMGOLNTOB,
MeCTaMIi BBISIB/ISIETCST GOIBIOE YNMCIIO 903M-
HOGUIOB. BBIABIAIOTCSA eMHNYHbIE KPUIIT-
abCIieccsl, a TaK)Ke YYaCTKI, IMIIeHHbIe KPUIIT.

CobcrBenHas wacTuHKa guddysHo nHuIbTpU-
POBaHa ITa3MOLUTAMM, TUMOLIUTAMI, 9031HO-
¢dumamn. BeIsaBs0TCS KpynHble TMMQON/HbIE
¢dommukysl 1 Kpait rpanynembl. CocynnucTole
CTEHKU C U3MEHEHUIMMN, COOTBETCTBYIOLMMU
peaxiuu Ha BOCIIaJieHue. 3akouenue: euctmo-
JI02U4eCKAs KapmuHa coomeemcmeyemn 0071e3HU
Kpona, evicoxoil akmusHocmu.

Koncynvmayus JIOP-cneyuanucma: nepdopa-
L1151 HOCOBOJI ITePErOPOJKI B XPSIILIEBOM OT/ETIe,
guaMeTpoM 0,8 cM, ¢ THOTHO-OMO30/I€EHHBIMI
kpasamu. Cnmsucras cybarpoduyna.

Buoncus cnusucmoti o6onouxu Hoca: ydacT-
KV C/IM3UCTOI ITOIOCTY HOCA C U3'BA3BJIEHMN-
€M, Y4aCTKOM HeKpOo3a, MH(UIbTPUPOBAHHBIM
HelTpoduIaMu, B IOfIEXAIIell TKAaHM YIaCTKH
TPaHY/SINUIL, C KJIeTKaMy, HAIIOMIHAIOI MY
SIUTENMON/HBIE. B CTEHKAaX MEJIKMX COCYHOB
Y BOKPYT HMX BOCIIQJIMTENbHBIN NHPUIBTPAT
u3 MUMQONITHBIX 57IEeMEHTOB, HENTPO(UIIOB.
3axmouenue: KAPMUHA 60CNATIEHUS C HEKPO3AMU
u sackynumamu (8eposAMHO 8MopUUHbIMU) Oe3
XAPAKMePHbLX MUNUUHBLX NPOAETIEHUL epaHy-
nemamo3sa Bezenepa.

IIposoousncst ouppepenyuanvrviii OuazHo3
MexH 0y TUMPONPOnUpepamueHvim Npoyeccom,
myb6epxyne3om, cunopomom Bezerepa, 6onesnvio
Kpona.

JleBOUYKa KOHCY/IbTMPOBaHA OHKOTeMaTo-
noroM (HaHHBIX 3a muMdornponudpeparnBHOe
3aboeBaHMe HeT), pTU3MATPOM (BUpAX TY-
0epKy/IMHOBBIX P06, peKOMEHJOBAH KYPC XI-
muonpoduaaktuku, MBT npu oxpammBanumn
Ha KUCJIOTOYCTOMYMBbIe GakTepun O6uornrara
C/IM3UCTOI 060JI0YKYM HOCA He IIONTYYEHO).

Taxum 06pasoM, y pebeHKa C IINTEIbHBIM
AQHAMHe30M Te4eHNs BOCIIaJIUTeIbHOr0 3a60-
JIeBaHNs KUIIEYHNKA, He [0y YaBIIETro I1aTo-
TeHeTNYECKON TepaIny, HOCTYIaBIIEero B CTa-
1roHap ¢ nepdoparieit HOCOBOI IePeropoKu
IS MCKITIoYeHst TedeHust B, o pesynbraram
roCnmTann3alum JUarHocTrposana: bonesus
KpoHa, n1eoKonunT, CpefHeTsIKEeNI0ro TeIeHs,
yMepEeHHOI aKTUBHOCTU. MeTacTaTndeckas
6onesHp Kpona ¢ mopajkeHueM HOCOBOII Ilepe-
TOPOAKM — IIep(OPALIVISI HOCOBOII IIEPETOPOAKIAL.

B repanun: kypc 'KC (npegunsonoHa) opanb-
HO B fjo3e 40 mMr/cyT (1 Mr/kr/cyT) o cxeme Ha 3
Mec., HasdanbHO Tonudeckne I'KC (MmomeTason)
muTenbHO. [IOBTOpHASI TOCIIMTATN3AIS depes
3 Mec B OTZeJIeHMEe TaCTPOIHTEPOIOTUN: IIPU



KOHTPOJIbHOIT Ko/ToHOCKonnu — 6ome3ub KpoHa,
HM3KOI aKTUBHOCTU (adT/5p03nil He 0OHapY-
YKEHO), 0CMOTP OTOJIApMHTOIora — Hepdoparnus
IIeperopofikM B XPAILIEeBOM OTie/le C pOBHBIMY,
TIOKPBITOM CM3UCTON 0607104KOI1 KpasAMMu, iua-
metpoM 0,5 cm.

3akntouenue

Meracratudeckas 6one3nb Kpona asnsercs
KpalfHe pegK)M BHEKJIIEUYHDbIM IIPOsBIeHVEM
6onesuu. Haubonee vactoiM onucanuem MBK
B JINTEPAType ABIALTCA HOpakeHNe KO, XOTS
BO3MOXXHBI VI MTHTEPCTULNAIBHOE ITIOpaykeHe
JIeTKMX, Iopa’keHue KocTeir u mpii, JIOP-
OPraHOB, HEPE[IKO NeCTPYKTMBHOTO XapaKTepa.
ITopaxennsa xoxu npu MBK oTnnuaer kparine
BBICOKAs BHEUIHAA reTepOTeHHOCTD: MaIly/Ie3-
HbIE, 3pUTEeMATO3HbIe 37IEMEHTbI, C BO3MOXXHBIMI
U3DBA3BIICHNAMIL, UTO JeMaeT KpaliHe CII0KHBIM
nepBUYHYIO AuarHoctuky MBK, obsa3arenn-
HO BKJIIOYAIOLIyI0 MOpdoIornyeckoe uccie-
IOoBaHNe OMOITATOB MOPAXEHHBIX 00JIacTell.
O6HapyxeHue, IPeXKe BCEro SNMUTETMONHON
rpanynemsl 3a npepenamu JKKT, momoraer mo-
CTaBUTDb BepHBIN AuarHo3. OJHAaKO, BIIOTHE
BEPOSITHO, YTO YacTh nokanusdanuit MBK (mo-
TEHIIMa/IbHO BO3MOXKHO TI000€ IIopakeHue 3a
Ipefie/laMi [aCTPOMHTECTIHAILHO TPyOKM)
TaK ¥ OCTAeTCA HePACIO3HAHHBIMIL.

B 60nbIIMHCTBE C/Iy4aeB TPafgULMOHHOE
MeCTHOE aHTHCENTUYeCKOe, IPOTUBOBOCIIAIN-
TelbHOE JIedeHMe KOXKHBIX npoABnennit MBK
okasbiBaeTcs HeappextubHbIM. Tepanusa BK
COTJIACHO CYIIeCTBYIOUIMM IIPOTOKOTAM: OPalb-
upiMu I'KC, a npu HegoctaTouHOl 3¢ deKTuB-
HOCTM MMMYHOCYIIPeCCOpaMy pasaMIHbIX

flonokoBa EkaTepriHa AnekcaHApOBHa, K.M.H., IOLEHT Kadeapbl
netckux bonesneit K3 nm. H. ©. Ovinatosa; BeayLumit HayUHbI#
COTPYAHUK OTAeNa NeamaTpum; JOLEHT Kadbeapsl negmnaTpum

XaBkuH AHatonui Unbny, A.M.H., npodeccop, pyKoBOAUTENb
MoCKOBCKOro 0611aCTHOrO LIeHTPa AETCKOW raCTPO3HTEPONO N
11 FenaTonorv, MaBHbIA Hay4YHbI COTPYAHMK OTAENa NeauaTpum
Epoxuna Mapua UnbuHnyHa, 3aBefyiowlas oTaeneHmnem ra-
CTPO3HTEPOSON; HaYUHbI COTPYAHMK OTAeNa HacNeACTBEHHbIX
1 MeTabonuyeckinx bonesHei

YnbpuHa EneHa BnagummnpoBHa, K.M.H., Bpay OTAeNeHns
raCTPO3HTEPONOTMN; BEAYLMIA HayUHBIA COTPYAHUK OTAeNa
neauaTpum

ApxuB negyaTpun 1 geTcKoit xupyprum Ne2, nekabpn 2023 roga @

rpynmn, a ganee VBT npenapatamn a-®HO«
OKa3blBaeTCs YCIIELUIHOI MpU Takux popMax.
JomonHuTeNnbHO IpK KOXKHBIX popmax MBK
MO>eT OBITh UCIIOJIb30BAHO MECTHOE IIpMMe-
Henue Tonndeckux I'KC, rakponumyc. Opnaxo
CHeNVaIN3YPOBAHHBIX IIPOTOKOJIOB JIEYEeHA
pinsa MBK He cymiecTByeT, a MaTOuYMCIEHHOCTD
HaOJIIOleHNII He TI03BOJIAET IPOBECTU PaHLIO-
MU3JPOBaHHBIE MICCTIEIOBAHN B 9TOIL 00/1aCTIL.

B nabmonaemom Hamu cnydae MBK oTmeua-
JIOCh KpaliHe CI0XHOe Ji/Is1 IepBUYHOI fudpuar-
HocTHKM nopakeHue JIOP-opranos - gectpykiys
HOCOBOIT rteperoponku. Pebenok crpagan BK,
MIEOKONINTOM, IVINTETbHO MTaTOTeHEeTIYeCKOM
Tepanuy He nonydat. [1o moBogy XpoHNIECKOro
TeYeHNs PUHUTA, COIPOBOXKAABIIETOCA IIPO-
HOJDKUTETbHBIM KPOBSHICTO-THOWHBIM OTHe-
JIA€MBIM, KOHCY/IBTUPOBAH OTOTAPUHTOTIOTOM
II0 MecTy >KUTenbcTsa. [Ipy ocMoTpe guarso-
cTMpoOBaHa Iepdopaiist HOCOBOJ IIEPErOPOLKH.
Iuddepennuposars Bapuant MBK ot rpanye-
Maro3a Berenepa mossonmno Mmopgosnorngeckoe
UCCIefloBaHye OMoITaTa CIM3UCTON 000I0UKY
HOCa, P KOTOPOM ObLIV OOHAPY>KEeHbI SIIUTEIN-
OVJIHBIE KJIeTKY CAapPKOUIONIOfI00HOT IPaHy/IeMBI.
HasHaueHne cHCTEMHBIX TTTIOKOKOPTUKOCTEPOU-
noB (I'KC) B TeyeHme 3 Mec. TPUBEJIO K MUTENN3A-
1y fedexTa HOCOBOJ EPeropOfKY U CHVDKEHIIO
akTuBHOCTU BK B K1eunnxe. bosnee pepuiusos
MEK y pebeHKa B IeTCTBe He OTMEYasnoch.

Taxum o6pasom, MBK Hepenko nMutupyet
PAJ Cepbe3HBIX MATOMOTMYECKIX COCTOSHMIA,
nepBuyHas 1 fuddepeHIanbHas IMarHOCTUKA
BBbI3bIBaeT 3HAUUTEIbHBIE CJIOKHOCTH 1 TpebyeT
YCUINIT MYTbTUANCIUIINHAPHOY KOMaHbI
CTIeIMA/TICTOB.
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