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KnuHmnyeckoe HabnwgeHue

HeoOblYHOE NeanaTpuyeckoe
HabNaeHne raHrpeHo3HoM NMoaepMUm

Ceposa T.I"« EnbkuH B.L1." « XKykoBa AA

laHrpeHosHaa nwuogepmua (IT) oTHocuTCA
K rpynne HelTpOOUSIbHbIX JEPMaTo30B C He-
M3BECTHON 3TMOMOIMEN U  Manou3yyeHHbIM
natoreHesom. Y petenn [Tl npeumyliectBeHHO
accoummMpoBaHa ¢ BocnanunTenbHbiMM 3aboneBa-
HUAMM KULeYyHrKa (6one3Hb KpoHa 1 f3BEHHbIN
KkonuT). K HacTosALemMy BpeMeHU B MMpe onrcaHo
355 cnyuvaes IT1, n3 Hux 15 - y feTen c BOBNeve-
HMEM B MATOMOrMYECKUn MpoLecc CAM3ncTon
nonoctn pra. KnuHnyeckre nposiBneHus 3abo-
fleBaHUA pa3HoobpasHbl U 3aBUCAT OT GpopMmbl,
CTagumn 1 ConyTCTBYIOWMX ycnosui. MNpu Takomn
penkoni popme [Tl, Kak BereTupylWwnUn nmno-
LepmMaTuT — MUMOCTOMATUT, HabnaalTca cove-
TaHHble MOpa)KeHMA CAU3UCTOM MOSIoCTM pTa
1 KOXW. ABTOPbl NPUBOAAT AaHHbIe MO UCTOPUMN

n3yyeHna 3aboneBaHudA, 3STWONOTUW, naTore-
He3y, daKTopam puvcKa, KIIMHUYECKOW KapTUHe.
lNpepcTaBneHo onvcaHvie pefKkoro KIMHNYECKO-
ro HabniogeHus: TAXKenon Gopmbl aTUMUYHOTO
BapuaHTa [Tl, BereTmpyiowero nuogepmaTnTta —
nnocTomaTunTa, y pebeHka 10 net. YHMKanbHoOCTb
onmncaHHoOro HabnAeHNA 3aKYaeTcAa B MHOMO-
06pasnn KNMHMYECKNX MPOoABIeHWUi 3abonesa-
HUA, TeYEHNe KOTOPOro OCJIOXKHWUIOCh Pa3BUTU-
eM KeJIouAHbIX pybLoB 1 YacTUyHON pybLoBoi
crnbatenbHOM KOHTPaKTYpbl BEPXHUX N HUMKHUX
KOHeuyHocTell, GOpPMMPOBaHNEM MUKPOCTOMbI
1 Kaxekcun. BbiABneHa accouymauna BereTmpyio-
ero nuopepmatnta — nmoctomatuta ¢ 6ones-
Hblo KpoHa. OTCyTCTBME 3HAHWIA KIAMHMYECKUX
CMMMTOMOB pefAKoro 3aboneBaHus MNpuBeso

K ANarHoCTUYECKUM owmbKam 1 MO3aHEN NocTa-
HOBKe inarHosa.

KnioueBble cnoBa: raHrpeHo3HaAa nuogepmusa,
BeFeTI/IpyIOLL[I/II‘/‘I nuogepmatnut — nNMOCTOMATUT,
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dermatitis ulcerosa, XpoHU4YecKas s3BeHHas

CepnUTMHUpYIOas INHMOJEPMUs, MOJHUE-

HOCHas sA3BeHHAS NMUONEepPMUA M Ap., — Peh-
KOe XpOHMYeCKOe BOCIAIUTENbHOE 3abojeBaHNe,
OTHOC:ALIeeCs K I'PyIIe HeMTPODUIbHBIX IepMaTo-
30B 1 IpeJcTaBAoNlee co00il HeNTPODUIbHYIO Ba-
ckynonaTtuio [1-3]. BriepBble onncana GppaHIy3cKUM
mepmaronoroM L. Brocq B 1916 r. kak phagedenisme
geometrique. IlosgHee COTPYAHUKY OTHENEHUA [iEP-
marosoruy Kauuuky Maito (L.A. Brunstig u coasr.,
1930) BBenM TEePMMH «TAaHTPEHO3HAs NMOJEPMUSI»,
KOTOpBIil yIOTpeb/iAeTcs U B HacTosAllee BpeMs [1,
4, 5].

TouHble 3mMAEMMONTOTMYECKNe [AaHHbIE O pac-
npoctpanenHocTu I'TI HeusBecTHL. B cpenHem 3a60-
71eBaeMOCTb cocraBnseT 3-10 caydaes B roj Ha 1 M/IH
HaceneHus. Hanbomee qacto 3aboneBaHme perncTpu-
pyooT B Bospacte oT 20 0 50 jet, cpenu GONMBHBIX
Ipeo6IalatoT KeHIMHbI, ZOJIA AeTell COCTaBIIACT O
4% cy4aeB oT 00II[ero 4ncia nanueHTos [1, 4, 6].

Ituonorusa I'Tl guckyTupyercs, a maroreHes 1o
HACTOSIIETO BPEMEHM OCTAeTCsl He YCTAHOBJIEHHBIM.
B ocHOBe maroreHesa MOTYT JIeXXaTb II€PBUYHbIE

U BTOpUYHBIE MMMYHORePUUVUTHbIE COCTOAHUA [1,
2, 5]. Kpome ToTO, MMEIOTCSI JaHHbIE, YKa3bIBAOIIIE
B KaueCTBe JOIO/THNTE/IbHBIX MATOTeHeTNYECKIX Me-
XaHM3MOB (OpPMUPOBaHIME NEPEKPECTHO peaKiun
AyTOAHTUTEI, HAIIPABIEHHBIX HAa aHTUTEHBI, 00IIIe
OISl KOXKM, KUIIeYHUKA M/UAM CYCTaBOB M APYIUX
oprasos [2, 6, 7]. ITo maHHBIM psifja aBTOPOB, Y 60/Ib-
HpIx I'TI BBIABAAINCD pasHOOOpa3HbIe TeMaTONOTH-
yeckme 3abomeBaHMs (JIEMKO3bI, MHOXXECTBEHHAs
MueoMa, MOHOK/IOHA/IbHasl FaMMaIaTh s, NuM¢poMma,
MMEIOSUCIIIACTUYECKUIT CUHIPOM, X-CLelJIeHHas
araMMario0y/IMHeMus), ayTOMMMYHHBIe 3a0o0JeBa-
Hus (peBMaTouMpHbIl apTput, cuHgpom lllerpena,
CcuCTeMHas KpacHas BONYAHKA, ayTOMMMYHHBIN
TeIIaTUT, BACKY/IUTHI), 3a00/€BaHNUsI OMOPHO-/BUTa-
TE/IPHOTO amIapara (IpO3MBHBIN CepOHETaTUBHBIN
apTpuT, He cBA3aHHbI ¢ HLA-B27 m mcopuasom;
CEpOIO3UTUBHBIN CIIOHAVIIOAPTPUT, ONUIOAPTPUT),
[IaTOJIOT M IIeYeHV ¥ JKeTYeBbIBOAAIUX My Tell (Bu-
pycubiit rematut C, CKIE€pPO3UPYOMINI XOMAHTUT,
[IEpUXOMAHTNUT) ¥ APYIMe BUCIEPaIbHBbIE Y CUCTEM-
Hble 3a00meBanus [8-10]. B kaxxgom BTOpoM ciydae
I'T] accoummpoBanach ¢ BOCIAIUTENIbHBIMU 3a007Te-
BaHMAMU KUIIEYHMKA — sA3BeHHBIM KonuTom (SIK),
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6onesubio Kpona (BK) [1, 8, 9]. Y psapa 6onpubix I'TI
MIPOCTIEXMBAETCA TeHEeTUYeCKask IpeXpacHonoKeH-
HOCTb, ONNMCAaHHAasA B KOHTEKCTe ayTOBOCHANTNUTE/b-
HBIX CUH/IPOMOB, Takux Kak PAPA (cTepmibHBIN
THOVHBI apTpuT, I'Il n ranrpeHosusle akHe), PASS
(I'TI, koHITIO6ATHOE aKHe, THOHBIN THAPALEHNUT, aH-
KU103upyomuit cnoupunoaprput), PASH (rHojiHbI
apTput, akHe, I'T] u rHotHbI TMapagennt) u PFAPA
(mnxopapka c ah TO3HBIM CTOMATUTOM, GapUHTUTOM,
wetHbiM uMdanenntom) [11-13]. Kpaiine pepko
BCTpedvanach napaHeornactuyeckad [Tl y manuen-
TOB C PAKOM TOJICTOI KMIIKM, IIPOCTAThl, MOIIOYHO
Kenesbl ¥ 6poHx0B [1, 4]. B HexoTophIx cmydasax I'TI
pasBUBAETCA BCIE[CTBME Tepally OINpefieleHHbIMU
TIEKapCTBEHHBIMU CPEeICTBAMI: APOMATUIECKNMMU
peTHMHOMAaMU U OMOIOTMYeCKMMH IpenapaTaMn (1,
6]. 3abomeBaHne MOXeT BOSHMKATh IIOC/IE NepeHe-
CEHHBIX XVMPYPIUYeCKMX I IJIACTUYECKUX OIlepaluii,
Ha MecTe He3HauMTe/IbHBIX KOKHBIX TpaBM [1, 2, 6].

B 3aBMCHMOCTY OT KJIMHUYECKOJ KapTUHBI BbIJie-
ns10T cnepyoiue popmer I'Tl: kmaccuyeckast (13BeH-
Has), IyCTyJIe3Has, BeTeTUPYIOI Il MNOAePMaTUT —
mmoctomarut (BIIII), 6ynmesHast 1 MOBEPXHOCTHAS
rpaHy/leMaTO3Has (3/10KadecTBeHHas) [1, 2, 4].

Beretupymoummuii NMOAepMAaTUT - HHOCTOMA-
tut Brepsble onucan F.H. Hallopeau B 1889 r. kak
pyodermite vegetante. TepMuH «BereTMpyOIINIt
nmoctomMarut» npepnoxun F.P. McCarthy B 1949 .
[1, 7]. OtnuuyurenpapiMu ocobennoctamu BIIIT or
npyrux ¢popm I'Tl cauTaoTCs TsHKEIbIe COUYeTaHHbIE
HOpa>KeHMs C/IM3UCTOM 0OOI0YKY PTa, KOXU, BHY-
TPEHHUX OPTAHOB I cucTeM [14-16].

Y perent BIIII peructpupyerca KpaiiHe penKo.
B TekcToBbIX 6asax JAHHBIX MEAVIIMHCKUX ITyOIN-
kanmit E-library u PubMed MbI BcTpeTwu onucanune
aToit popmbl I'TI Bcero y 15 60/pHBIX B BO3pacTe KO
17 ner [17-19].

ITo manHBIM psAfRa aBTOpOB, BIIII pacueHnuBaioT
B KaueCTBe MapKepa BOCIIA/TNTETbHBIX 3a00/IeBaHMIT
kumeyHnka [7, 20]. YV pereit (mpeuMylecTBEHHO
y ManbunkoB) B 48-50% cnygaes BIIII peructpupo-
Bamu npu BK. V3 Hux y 60% 60/mpHBIX IOpakeHMe
HOJIOCTY PTa MPEfIIECTBOBANIO 3a00/T€BAHMIO KU-
meunuka [20, 21]. ¥ vactu meTeit HabIIOMAMM acco-
nuanyio BIIII ¢ oBeHMIBHBIM UAMONIATUYECKUIM VI
THOMHBIM apTPUTOM, BaCKY/INTaMM, aKHe, ayTOBOC-
HaIUTEIbHBIMUA  CHHAPOMAaMM, PasHOOOPasHBIMIU
reMaTOJIOIMYeCKVIMMY ¥ MMMYHHBIMM HapyLIeHWA-
MU, TelaTONMeHAbHBIM CHHPOMOM, CHHJPOMOM
Manbabcopbuum ¢ aeduuUTOM LMHKA, 0O0JIE3HBIO
Bexuera [22-24]. Kpaiine pegko ¢uKkcupoBamu ciay-
vau upmonarudeckoro BIIII [1, 7, 18].

Knuunueckas xaprmua BIIII xapakTepusyercsa
HOpakeHMeM KOXU B 58-60% Bcex cmydaes [1, 14,
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16]. ITopakeHus CAMSUCTON IOJIOCTY PTa HEPELKO
COYETATCA ¢ KOXKHOIM cuMIITOMaTtukoit [7, 18, 21].
Hawubornee dyacto mopaskarloTcs TyObI, IeCHBI, TBEp-
Ioe 1 MATKOoe HEOO, MUHAAMMHBL [JHO MOIOCTH pTa
U A3BIK He BOBJIEKAIOTCS B IATOJOTMYECKUII IIPO-
necc. KpajiHe peIko MOT'YT HOpPaXKaTbCA CIM3UCTHIE
obomnouky r1a3, Hoca. [lopaskenus cnmusucroi 06o-
JIOYKM MOJIOCTY PTa XapaKTePUSYIOTCS 9K30(PUTHBI-
MU OKPYI/IBIMM VMJIY OBAJIbHBIMY IIYCTYTaMI C 9PU-
TEMaTO3HBIM BEHYMKOM I JIETKO BCKPBIBAIOLIEHCA
nokpbimkoit. O6pasoBaBIINecs 9pO3UN U A3BBI Ha-
HOMUHAIOT CJIef] YIUTKY, ¥ TIOBEPXHOCTD UX CO Bpe-
MeHeM IOKpbIBaeTcs: Beretanusmu. CyObeKTHBHO
MAallMeHTOB OeCIOKOUT 60nb WM/MIu AUCKOMQOPT
PasHOI CTeleH) BBIPaXKeHHOCTI P IIpyeMe I
u/mnu pasrosope [1, 7, 21]. Beicbinmanns Ha Koxe, Kak
IPaBNU/IO, aCUMMETPMYHBI, MOTYT JIOKa/lIM30BaTbCA
Ha pasHBIX y4YacTKaX KOXKHOTO Iponecca. Ko>xHbli
IpPOIeCcC XapaKTepMU3yeTCsA 3BOMIOLMOHHBIM IOMNU-
MopdusmoM. ChIllb IIpefcTaBlIeHa CTEPUIbHBIMU
IOyCTyIaMM, HAIyI0-IyCTyTaMM C BOCHANINUTE/Ib-
HBIM TajI0, BE3MKYIaMIU M TOJCTBIMU, TPYOBIMU,
MHOTOCTOMHBIMY KOPKaMU. BBICHITAHUA CKIOHHBDI
K CIMSHUIO U OBICTPO TPAaHCHOPMUPYIOTCA B BETeTHU-
pytomue 67Ky, Gopmupylomye GUrypsl Hempa-
BuIbHON popmsl [1, 18, 19].

JuddepeHIanbHblil IMaTHO3 HepegKo OKa-
3bIBA€TCA 3aTPY[HUTEIBHBIM U MOXXET IIPUBOIUTD
K AMarHoctmyeckum ommbkam. KnmHmdeckas xap-
tuHa BIITI MoxxeT MacK1poBaTh Takye 3a6071eBaHu,
KaK BereTUpyIollasi U ByJbrapHas Iysblpyarka, 60-
ne3Hb bexueTa, 9p03MBHO-sI3BeHHas GOpMa KPACHO-
ro II0cKoro nuuras u gp. [1, 9, 20].

JIMarHo3 OCHOBBIBaeTCA Ha KIMHMYECKMX JaH-
HBIX, pe3y/IbTaTaXx HIaTOMOP(OIOTNIEeCKOro JC-
ClefoBaHMSA U /1abOpaTOpHBIX IapameTpax [6].
I'mcronornyeckas kapruna BIIII nHecmenuduuHa
U XapaKTepu3yeTcsl HOBEPXHOCTHBIM JieheKTOM SM1-
TepMuca, akaHTO30M (yBe/lndeHye KOJII4ecTBa Kie-
TOK ¥ PSJIOB LIVIIOBATOrO C/IOs SMUAEPMICA), IICEB-
JOSMUTENMOMATO3HO TUIEPIIa3yell, CIIOHIMO30M
(MEXKJIETOYHBII OTEK C pa3pbIBOM IIONYHEeCMOCOM
KJIETOK MajIbIIATMeBa C/I0A SMUIEPMICa) C 903MHO-
GUIBHBIM WM HEUTPO(GUIBHBIM VHQUIBTPATOM,
UHTpa- U/Man Cy6amuepManbHbIMU HENTPOQUIb-
HbIMU a0cueccamu. B mepme oTMeuaercs IJIOTHBIN
HePUBACKYIIAPHDI BOCIATUTENbHBII MHOUIBTPAT
U3 HeNTpodU/IOB, MIa3MOUUTOB U nMuMdoruTos [1,
2, 6]. B nepudepnyeckoil KpoBy MaLMEHTOB YaCTO
MMeeT MeCTO HeTPOUIbHbII JIEHKOL[UTO3 1 TIOBbI-
IIeHHasl CKOPOCTb ocefanus sputpounutos (COI) [1,
2,6].

K OCHOBHBIM JIMarHOCTUYECKUM KPUTEPUAM
I'Tl, B Tom umcie BIIII, oTHOCAT BO3HMKHOBEHIE
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OBICTPO HPOTPecCUPYIOINX OONe3HEHHBIX 53B, 00-
pasyommuxcs BCAel 33 He3HAYMTETbHBIMU TpaBMa-
MU (TIOTIOKUTEIbHBIN (eHOMEeH MaTepruu); KIMHU-
JecKkie OCOOEHHOCTH BBICHIMAHUI (60Ie3HEHHBIE
HeIpPaBUIbHOM (OPMBI A3BBI C 3IEBUPYIOMINMU
KpasiMI 3aCTOIHOTO (PMO/IETOBOTO IIBETa), @ TAKXKe
OTCYTCTBME POCTa INATOTEHHOV MMKPOGIOPHI IIpU
0aKTepMOTIOTMYECKOM MCC/IETOBAHNUN BbBICHITAHMUIL
[1, 3]. [JONOMHUTEIBHBIMY KPUTEPUAMU CUUTAIOTCS
XapaKTepHble IaTOMOPQOIOTUYecKre WM3MeHeHMUs
B KpaeBoOJi 30He ovara (HeiiTpoduibHasA NHGUIbTpa-
IV C IPU3HAKaMI BaCKYJIUTA); YacThle aCCOLMALINU
¢ JK, BK, peBMaTOUMIHBIM apTpUTOM, 0ONE3HAMMU
KPOBU M [IPYTUMM ayTOMMMYHHBIMM 3a00/IeBaHMA-
MI; OTCYTCTBYE IONOKIUTENbHON JUHAMUKY OT Tpa-
OMIMOHHOM Tepanmmyu aHTUOMOTUKAMU U [PYTUMMU
IpernapaTaMi; MOTOKUTETbHBIN OTBET Ha CUCTEM-
HYI0 TEpaINIO ITIOKOKOPTUKOCTEPOMAAMM Y IIUTO-
cratukamu [1, 3].

B nactosAmee spema B repanuu I'Tl He cymecTBy-
et 3o10toro crangapTa. IIpu BIIII ucnonssyroT apo-
MaTW4ecKye PpeTHMHOUABI, UMMYHOCYIIPeCcCHBHbBIE
U OUTOCTATUYeCKNe CPefiCTBA, CUCTEMHBIE IJIIOKO-
KOPTUKOCTEPOUABI, IIpelapaTbl LMHKA, OMOIOTrU-
Jeckye mpemnapatbl [1-3]. PenupuBel BO3HMKAIOT
B 30-40% cnmyd4aeB M IpPOBOLMPYIOTCA TpaBMaMu,
OllepaTMBHBIMM BMeIIaTe/bCTBAMM [1, 2, 6].

B kadecTBe MIMIOCTpALVM NIPUBOAUM KIMHMYE-
CKoe Hab/ofieHe 3aMyLIeHHOTO CIIyYast aTUIIUYHON
¢dopmer I'Tl, BereTnpyomero muogepMaTuTa — IImo-
CTOMATUTA, ¥ peOeHKa € TAXKeNIBIMU OCTOXXHEHUAMU
3a00/IeBaHM s, BOSHUKIINMY BCIIEACTBIE HECBOEBPe-
MEHHO YCTaHOBJIEHHOTO JVaTHO3a.

KnunHunyeckoe HabnwoaeHne

bonpuoit X., Mmanpuuk (10 yeT), HaIIpaB/leH Ha KOHCYIIb-
tauuio B I'bY3 IIK «KpaeBoil KIMHMYECKMIT KOKHO-Be-
HepOIOrMYeCKMil HUCIIAHCEP» C XKamobaMu Ha MHOTOYIIC-
JIEHHBIE BBICBIIIAHNA B BUJE A3B, MOKPBITHIX TONCTBIMIU
KOPKaMIi, Ha KO)Ke TYJIOBUIIIa I KOHEYHOCTEl, orpaHnye-
HUe aKTUBHBIX [JBIDKEHNI BCIECTBIE HAMUYMs IPYOBIX
pyOLIOB B 06/1aCTH KPYIIHBIX CYyCTaBOB KOHEYHOCTE1, He-
BO3MOYKHOCTb IIPMHUMATD TBEPAYI0 MMy 1M3-3a OOyes-
HEHHOCTHU ¥ CY>KEHI POTOBOTO OTBEPCTHUS.

/13 aHaMHesa 60/Ie3HM M3BECTHO Clelyloliiee. bomen
C 3-7eTHero BO3pacTa, KOIZA BIIEPBBIE IOABUINCH 00-
IV PHBIe A3BeHHBIe Ne(QeKThl Ha CIUBNCTON MOIOCTHU PTa,
BO3HMKIINE YePe3 HEeCKONbKO MeCAleB IOCIe XUPYpru-
YeCKOTO yflajieHus 6-ro manbia aeBos cronsl. C 5 et oT-
Meuanoch pacpocTpaHeHMe MaTONOTMYeCKUX OYaros Ha
TYJIOBUIIIE, BEPXHIE Y HUYKHIE KOHEYHOCTH U NIePUaHalb-
HyIo 067macTh. [Tonyyan HeOGHOKpaTHbIE KYyPChl aHTHOAK-
TepyaJIbHOI U IPOTUBOBUPYCHOI Tepanuy — 6e3 MONIoXKU-
Te/IbHON AMHAMMKI.

Cedosa T.I, Envkur B/]., Kykosa A.A. HeobbluHoe neamatpnueckoe HabmoAeHe raHrpeHo3HOM NMoAEPMIM

VI3 aHaMHe3a >KM3HMU M3BECTHO, YTO peOEHOK OT I1epBOil
OepeMeHHOCTY, OTATOICHHOI aKyIIepCKMM aHaMHEe30M
(yrposa HeBbIHalIMBaHUsA, TecT03). B TeyeHme mocnenyo-
IVUX JIeT Y Hal[ieHTa OTMeYaIiCh YacThle PeCIpaTOpHbIe
BupycHsle 3aboneBanus (OPBY, peruanBupyromiuit nabu-
aJIBHBII reprec), MHQeKIMOHHbIe 60/Ie3HY KOKI U C/IV3H-
cThIX (GypyHKYyIIes, InofepMusi).

IIpn ocmoTpe pebeHKa HaOMOAAMUCh PacHpoCTpa-
HEHHbIe CUMMETPMYHbIe BBICBIIAHUA C JIOKaIM3aIer
Ha KO)Ke BePXHUX U HIDKHMX KOHEYHOCTell, B 06mactu
CYCTAaBOB U Ha KOXKe TynoBuIa. KoxHbIiT mpolecc npen-
CTaBJ/IeH SI3BeHHBIMU ue(’peKTaMm, nuamerpoMm 1-1,5 cm,
C HEpOBHBIMM, BO3BBILIAIOUIVMIUCA OTEYHBIMM KpasMu
CHHIOIIHO-KPACHOTO LjBeTa. BOMBIUIMHCTBO 5A3B ObLIO IO-
KPBITO BereTalMsAMM ¥ TOJICTBIMYU PYHMOVJHOTO XapaKTe-
pa KopkaMu. Bokpyr KOpoK pacIosnaraanch rpyoble, pesko
BO3BBIIIAOIINECH, AedOpMUpPYIOLINE KOXY KeToMJHbIe
PYOLEBL, a TaK)Xe TPIKENO0OHO BO3BBINIEHHBIE YYaCTKI
KOXM OT 1 0 3 cM B IOINepevyHIKe, >KeJITOBATO-6€e/10ro
nBeta. [Ipy majabnanuy MMeI0 MeCTO OIfylieHMe IpoBa-
NMBaHMA B MOJ/IEXKalllie TKaHY — O4ary BTOPUYHOIL aHe-
togepmun (puc. 1-3). [Ipn ocmoTpe cnnsucroit B obmactu
I[eK U MATKOTO HEGA OTMEYEHO HeCKOIbKO SA3BEHHBIX Jie-
(dexTOB HenpaBUIbHO GOPMBI 10 1,5 cM B AMaMeTpe, mo-
KPBITBIX (MOPMHO3HBIM HanmeToM. OTBepcTHe pra pesko
CY>K€HO 3a CYeT CPOCIIENiCA B yIJIaX PTa KPaCHON KaliiMbl
ry6 (MHKpPOCTOMA), IPOIYCKAET TOTBKO KOHYMK HIAPUKO-
BOIT pyuKn (puc. 4).

[TauyeHTy MOCTaBeH [MAaTHO3: TaHTPEHO3HAasA IMO-
HepMMs, BETeTUPYIOLIMII ITUOEPMATUT — HMMOCTOMATHUT.
Muxkpocroma. Kemongusie py6ust. Yactianas crubarens-
Has KOHTPAKTypa KOHEYHOCTEIL.

ComyTcTBYIOLINIT AMarHO3: racTpoassodareanbHas
pednokcHast 60e3Hb, 9SHJOCKOINMYECKM HeraTMBHAsL.
XpoHMYecKnii MOBEPXHOCTHBIN TaCTPUT C MOBBILIEHHON
K1caoToobpasyomeit Gpynkumert. XpoHUUeCcKnit ayope-
HUT B CTafiny 000CTpeHNs. PeakTMBHBIC I3MEHEHNA IO
JKeTTYIOUHOI XKele3bl. AHOMANNA PasBUTHSA KeTIHOTO ITy-
3bIpA (PukcupoBaHHbI Hepernd). JIAMOI103 KUIIEYHNKA
(B aHaMHe3e). XpoHUYeCcKMii HecrennbIiecKuit Hesi3BeH-
HBIJ1 KOJINT.

[TanueHTy mpoBefieHO o6C/IefoBaHMe: B 0obleM aHa-
N13e KPOBY YPOBEHb 3pUTpouuToB (5,0 x 10'%/11), remoriio-
6uHa (149 r/n) n tpomboruToB (300X 10°/1) He HapyuIeH.
YCTaHOB/IEHO yBelIM4YeHUE KONMYECTBA JIEMKOLUTOB
(11,1 x10%/m) co cABUTOM NeKOLUTAPHON (GOPMYIIBI BIIe-
BO (9031/1H0(b1/mbl - 1%, nanouykosApepHble — 4%, cermen-
roagepuble — 80%, muMdouutsl — 13%, MoHOLUTHI — 2%)
n mnosbimedHas COY (19 mm/4). B 6uOXMMIUYIECKOM
aHaJaM3e KPOBU OTMEYEHO IIOBBILIEHNE YPOBHS MapKe-
pa octporo BocmaneHus (C-peakTVMBHBIN 6enoK — 6 I/1,
Hopma 0-4,5 r/7), moHMKeHMe obijero Genka (45,7 r/m,
HOpMa 5876 I/11), OCTaIbHBIe IOKa3aTe/N B Ipefie/iaX BO3-
pacTHOI HOpMBI (amaHMHaMuHOTpaHCcdepasa — 25,3 En/n,
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Puc. 1. MpaBas pyka (obnacts Puc. 2. lMpagas Hora (06nacTb Puc. 3. Ha KOXKHbIX MOKPOBaXx CAVHbI Puc. 4. MukpocTtoma
NOKTEBOrO CyCTaBa). B ouare KOMEeHHOrO CycCTaga). [laTonornyeckmi BUHbI MHOXECTBEHHbIE A3BbI

MopaKeHNa — TONCTble PYMUONAHOTO KOXHBbI NpoLecc npefcTasneH C OTEYHBIMY CUHIOLLIHO-KPACHOrO

xapaKTepa KopKu, rpybble, PYNUOUAHBIMU KOPKaMK, KeNOWAHbIMM LBeTa KpaAmu, TONCTble pynuu,

nedbopMmupytoLLvie KOXyY KenouaHble py6Liamu, ouaramm BTOPUUHOW KenomnaHble py6Libl 1 ouary BTOPUUHOM

pyoLbl aHeToAepPMUM aHeToAepPMUM

acmapraTaMuHoTpaHchepasa - 19,5 Ep/m, Ounupy6bun
obmmit — 12,5 MKMONb/M). AHanm3 Kajma Ha CKPHITYIO
KpOBb — oTpuLaTenbHbiil. OGHapy)XeH BBICOKUII YPOBEHb
Ka/IbIPOTeKTUHA B Kajie — 151,6 Mxr/T (HopMa 0-50 MKr/T).
[TonyKoNMM4eCTBEHHBIM METOROM (MMMYHO(epMeHTHBIIT
aHa/IN3) BBLABICHBI CyMMapHble aHTUTeNA K aHTUTeHaM
Giardia lamblia B Tutpe>1:40, a Tak)Xe aHTUTeNA K I/IN-
afuHy (MMMYHODEpPMEHTHBII aHanIM3) B HUSKOI KOH-
nenrpauun (IgG - 3,9 En/mn, IgA - 59 Ep/min, Hopma
0-12,5 Ex/mn).

C nensio puddepeHInaabHO-AMATHOCTUIECKOTO 0~
UCKa peOeHKY IPOBefIeHO YITTyONIeHHOe 1ab0paTOPHO-H-
CTpyMeHTaJIbHOe oOcaefoBaHme. IIpy yIbTpasByKOBOM
MCCTIeOBAHNI CepAlid M COCY/{OB BM3YalM3MpPOBANACh
IOMOMHNUTEIbHASL XOPAa JIEBOTO >KEMyHO4Ka ¥ He3HadM-
Te/IbHAs TUIIEPTPOdUs MUOKap/a 63 reMOAMHAMIYECKIX
Hapymennit. [Ipu snexrpokappuorpadum ycTaHOBIEHA
CHHYCOBas TaXUKapAus (IacTOTa CepHedHBIX COKpalle-
Huit 100-120 ya/mMuH, HOpMa 75-95 yI/MUH) C HENOMTHOM
6710Kaoil IpaBOll HOXKM IIyuKa [uca m yBenudeHue
MOTEHI[MAIOB IPaBOTO KeTy[A04YKa. BbIsABICHHBIE M3Me-
HEHMsl MOTYT OBITb MHTEPIPETMPOBAHBI KaK aHOMA/INN
(CTUTMBI) pa3BUTUSI COEMHUTETBHON TKAaHN, BO3HUKININE
BHYTPUYTPOOHO.

Ilp  yIbTPa3BYKOBOM  HCCIETOBAHMN  OPraHOB
OpIOIIHOI IIOMIOCTH YCTAHOBJIEHBl MPU3HAKM TearTo-
CI/ICHOMETaNNy, AHOMAIMs PasBUTUSA SKeTYHOTO IIy-
3bipsA  (QukcupoBaHHBINI mHepern6) U peaKTUBHbBIE
U3MeHEHMs O KeNyOuHOI JKenesbl. Iyist nuddepenun-
Q/IPHOJ JVATHOCTUKM 3a60JIEBAHMII XKeTyLOIHO-KIIIed-
HOTO TPaKTa M BepuUKALMM JUATHO3a MALMEHTY IIPO-
BefieHa GuOpoa3odaroracTpogyaseHOCKOMI ¢ Guomcuet
[IATOTIOTMYECKN M3MEHeHHbIX TKaHeil. Ha ocHoBaHum
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IDaHHBIX ($16P0930¢aroracTpopyaseHOCKOINN YCTaHOB-
JIeH IMarHO3 MOBEPXHOCTHOTO TacTpUTa U KaTapajbHOTOo
nyopenuta. ITaromopdonorndeckoe MccaefoBaHue CIINU-
3MCTOI OOO/MIOYKIM JIBEHAJIIATUIIEPCTHOM KUIIKU CBUJe-
TeTbCTBOBAJIO O XPOHMYECKOM ITOBEPXHOCTHOM BOCIA-
nmeHnu (MOBEPXHOCTb CIMBUCTON CITIAXKEHA, YIUIOIEeHA;
OTMeYaeTcs TUIepCeKpeluA CIU3Y, 04aropas JecKBaMa-
VISl SMUTEVMANbHBIX KJIETOK) C BBHIPa’KeHHBIMM CKIIEpO-
IIACTMYECKMMI M3MEHEHUAMM CTPOMbI (BBIPa>KeHHbII
OTeK, ITOTHOKPOBYE COCYROB, A1 Y3HO-0IaTrOBbIe IIM-
¢dommasmonuTapHble MHQUIBTPATB C 303MHODUIAMM).
B cBsasu ¢ wacroit acconnarnueit BIIII ¢ BK u SIK pebenxy
NpOBeJieHa JMarHocTuyeckas KojaoHockomus [9, 24, 25].
IIpn aHanm3e JaHHBIX MCCIEJOBAaHMA HVDKHUX OTHENIOB
JKeTyJJOYHO-KMIIEYHOTO TPaKTa BBbIABAEHBI IPU3HAKM
XPOHMYECKOTO HeCTelM(pUIeCKOro BOCIIAIeHNS TOICTOII
KUIIKY (TePMUHATBHBII OT/{e/I TIO/|B3/{OLIHON KMIIKY U30-
THYT, KOHMYECKH Cy>eH 7o 0,5 CM; 11oc/ie 1jieoneKanbHOro
K/IallaHa KMIIKa Cy)KeHa, MeCTaMM MMeeT HePOBHBII KOH-
TYp, penbed CIM3UCTON M3MEHEH, He MICKTIOYaeTCsA CUM-
IITOM «OY/IBIXHOI MOCTOBOI»).

Y4aurbiBag MHOTOJIETHee TedeHue 3a00/ieBaHusA, II0-
MMMOpGU3M KIMHUYECKOJ KapTVMHBI, BOBICUYEHUe B Ia-
TOJIOTMYECKMII IIPOLIECC >KM3HEHHO BaXKHBIX OpPraHOB
U CUCTeM, PeOEHKY JJOIOTHUTENbHO IIPOBEIEeHO MOJIEKY-
JISIPHO-T€HeTIYeCKoe MCCIefoBaHue B Tab0OpaTOpUM MO-
nexynsapHoil maronorun «IeHomen», . Mocksa (Illumine
nextseg 500). ITo zanubIM cekBeHnposanusa JHK BoisBie-
Ha TeTepO3UTOTHasA MyTauusA B 38-M ak3ome rena MYH7
(chr14/23883224C>T, rs121913652), npuBogsias K 3aMe-
He aMITHOKMCTIOTHI B 1883-11 mosuunu 6enka (p.Glul883Lys,
NM_000257.3). TeTeposuroTHele MyTal[My THUIA MIC-
ceHc B reHe MYH7 onmucaHpl y IaLMEHTOB C CEMEIHOII

KnnHnyeckme Ha6J'IIOLI,eHI/lﬂ
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runeprpodudeckoit Kappuomuonarueit Tuma 1 (OMIM:
192600) u pMIaTAlMOHHOI KapAuMoMMoIlaTueil tmma 15
(OMIM: 613426). MyTanus He 3aperucTpupoBaHa B KOH-
TPONBHBIX BbIGOPKax «1000 reromos», ESP6500 1 ExAC.

IIpn maToMopdOIOrN4ecKoM MCCIeOBaHNN OMOII-
TaTa KOXXM KPaeBOil 30HBI A3BbI BepUPUIMPOBAHBI aKaH-
TO3, CIIOHTNO3, MHTpa- U CybamupepManbHble HENTPO-
buIbHBIE MUKPOAbCIlecchl B 3NUAEPMUCE C IIIOTHBIM
NepUBaCKY/IAPHBIM BOCIIA/INTETbHBIM MHQUIBTPATOM U3
HeliTpodunos, MMMGOINUTOB ¥ IIIA3MOLUTOB B JiepMe.
BrplleonycaHHble M3MEHEHUA COOTBETCTBYIOT [OIIONTHM-
TeJIbHBIM IIpM3HaKaM 3aboeBaHuA (HeTpouIbHAA UH-
buabTpaIA ¢ IPU3HAKAMI BaCKY/INTA).

[TanmeHT moyYas nedyeHne COTTaCHO OCHOBHOMY Jiua-
rHO3Y. Pe6eHKy OBLIO IIPOBEIEHO IIACTUYeCKOe yCTpaHe-
HIe MUKPOCTOMBI. JleueH1e IpOBOAMIOCH B COOTBETCTBUN
CO CTaHAAPTOM JIeYeHM A AeTeil ¢ pyOIoBoit fedopmarlmeit
nuua. B cBA3KM ¢ mIoXoil epeHOCMMOCTDIO JerapennKca
(bapmakonornyeckoe feiiCTBIE — UTOCTATIYECKOE 1 VM-
MYHOJeIIPecCHBHOE) peOeHKy ObIT Ha3HaueH KypC MeTUII-
npegHu3onoHa (papMaKonIornIecKoe fielicTBue — NPOTH-
BOBOCIIAJIMTEIBHOE VI UMMYHOJIEIIPeCCUBHOE) B lo3e 16 Mr
(1 TabmeTka — 4 MI) B CyTKM [IEPOPA/IbHO C TI[ATETbHBIM
BBITUTPOBBIBAHNEM IOJfiep)KMBAOIeil T03bl (PEeKOMEH-
TOBAaHO CHIDKATD 103y Ipemapara Ha 1 Mr B Hezento). Ha
0Yary IopakeHys KOXU HAaHOCUIACh Qy3u0Bast KUCTOTA
(Ma3pb 2%) 2-3 pasa B [ieHb, Ha CIM3UCTBIE IOJIOCTH PTa —
Masb cynabdaTnasona cepebpa 2-3 pasa B cyTku. JledeHne
70 XOpOIle Pe3y/lbTaThl C 3a>KMBJIEHMEM 3B Ha KOXe
M CIM3UCTOM MOJIOCTU PTa.

O6cyxpeHue

OmncaHHOe KIMHMYECKOe HabIofieHNne IIpelcTaB-
nsger coboit armnuyubll BapuaHt [Tl — Bererupy-
IOl TMOAEePMATUT — HUOCTOMATUT y pebeHKa.
YHUKaNMbHOCTb KIMHMYECKOTO IpUMepa 00ycIoBe-
Ha TSDKEJIBIM IIPOrPecCHpPYIOIIUM TedeHueM 3abore-
BaHUA C pasBUTHEM YaCTUYHON KOHTPAKTYPHI KO-
HEYHOCTell, MMKPOCTOMBI 1 Kaxexcuu. OTCyTCTBUE
3HAHMIT KIMHUYECKNX OCOOEHHOCTel 3abomeBaHms
U MeXJUCLUIUIMHAPHOTO AuddepeHnaabHO-I1a-
THOCTMYECKOTO IIOJMCKA IPUBEIO K IIO3HEMY yCTa-
HOBJICHNIO IMarHO3a.

Knuunyeckas xaptuna BIIII y pebenka mpep-
CTaBJIeHa PAaCIPOCTPAaHEHHBIM IIOpPa)KeHUEM KOXU
C BOBJIEYEHNMEM B IATOJIOTMYECKUI IPOLjecc CU3NU-
CTOJ TIOTIOCTM PTa, KOTOPBIe paHee PacIeHNBATINCh
BpauaMy KaK OTJe/lbHble CaMOCTOATE/IbHbIE 3a060-
nesaHMA (mmopepmms, QypyHKyes, mabyambHBIN
reprec, CTOMaTuT u Ap.). B cBoio odependb, UMEHHO
COBOKYIIHOCTb YKa3aHHBIX KIMHUYECKUX CUMIITO-
MOB SIB/IsIeTCS XapaKTepHbIM npusHakoM BIIII [7, 18,
21]. 3a6oneBaHme 1O TUPOBAIO C TOPAKEHN ST CIIN-
3MCTOI 00OJIOUKY IONOCTM pTa ¥ BO3HUKHOBEHMS

Cedosa T.I, Envkur B/]., Kykosa A.A. HeobbluHoe neamatpnueckoe HabmoAeHe raHrpeHo3HOM NMoAEPMIM

00/Ie3HEHHBIX BBICBITAHNII (13BbI C HAaleTOM PubpH-
Ha) Ha BHYTpPEHHell IIOBEPXHOCTU IIEK M MATKOTO
HEOQ, TP HTOM SI3BIK I [HO IIOJIOCTH PTA B IATOJIOT Y-
YeCKUI Ipoljecc He BOB/IEKAINCh. YKa3aHHasA TOIO-
rpadus mOpa)keHNUT COOTBETCTBYET KIMHUYECKUM
nposisnenusim BIIII [1, 7, 21]. YcranoBeHo, 4yTo 3¢-
¢dropecueHI NN TOSBUINCH CIYCTS HEKOTOPOE Bpe-
M3 Iocste onepauyi (yganeHye 6-ro Iajblia JIeBOI
CTOIIBI), YTO PACIIEHEHO HAMMU KaK MOTOXXUTENTbHBII
(dbeHOMEH mareprum — OCHOBHOI AMATHOCTUYECKMIA
kputepuit I'Tl [1, 2, 6]. OCHOBHBIMM JUMATHOCTHU-
YeCKMMM HpPU3HAKAMU ObIIM TaKXKe KIMHUYEeCKUe
0c06eHHOCTH BBICHITaHMIT (60/Ie3HEHHbIE A3BHI C He-
POBHBIMM, BO3BBIMIAIOMIVIMICA OTEYHBIMU KpasMu
CYHIOIIHO-KPACHOTO 1[BeTa), a HOIOIHUTEIbHBIMY —
HelTpoduIbHasE BAaCKy/lIONaTHs NPy maToMopdo-
JIOTMYeCKOM MCCTIeJOBAHNY, OTCYTCTBME IOIOXKU-
TEJIbHOI AMHAMMKMU OT Tepaluy aHTUOMOTMKAMMN
U TIOTIOXKUTE/IbHBI OTBET Ha CUCTEMHYIO TePAINIo
ITIOKOKOpTHKOCcTepougamu [1, 3]. O6pamjaer Ha
ceb6s1 BHUMaHMe 3HAYNMTE/IbHOE YMEHBIIEHNe pO-
TOBOJI IIlefM y MallMeHTa U PyOI[0Bble U3MEHEHUs
CIIUSVCTON I'y0, KOTOpPBIE CUMTAIOTCS TSKEIBIM OC-
noxHenueM BIIII. Hapapy c tunuuneim gna I'TI
9BOJIIOLMIOHHBIM ITOTMMOP()U3MOM KOXHOI CBIIN
y pebeHka HabIIOmamuCch rpyoOble KelmoupgHble pyo-
bl C 4YacTUYHON KOHTPAKTYpPOJM KOHEYHOCTEN.
BrinreykasaHHbBIe OCTOKHEHVA OOYC/IOBIIEHBI MHO-
TOZIETHMM BOTHOOOPA3HBIM TedeHreM 3a60eBaHus
U OTCYTCTBMEM CBOEBPEMEHHOI J1e4eOHO-AMarHo-
cTuveckort momomu. Kpome kemonpHbIx py6IioB
y ManyeHTa OTMeYajauch O4aru BTOPMYHON aHETO-
TepMMM, KOTOpble, KaK ¥ KeJIOMAbI, BO3HMKAIU Ha
MeCTe Ppa3pelNBIINXCSA 3/I1€MEHTOB. BbIAB/IeHHbBIE
y MaljMeHTa JOIOHUTEIbHAA XOpfa JIEBOTO Kenly-
JOYKA, MOMUAAKTUINSA M MHOXECTBEHHBIE PyOI[bI
KOXM ¥ CIM3UCTBIX CBUIETENBCTBYIOT O CHUCTEM-
HBIX aHOMAJMAX COEeJMHUTENbHON TKaHU. B cBoiO
odepenb, peUVUBUPYIOUINI aBTO3HDBII CTOMATUT
C IOBBIIIEHMEM BOCIIAIUTENIbHBIX MapKepOB KPOBU
(meiikonMTO3 ¢ HEUTPODUIBHBIM CHBUILOM JIEHKO-
nurtapHoit popmynsl BreBo, yBenndeHne COJ, mno-
BbInIeHue C-peakTUBHOTO Oe/lka) HabIIofaeTCsA Ipu
psfie ay TOBOCHAIUTENbHBIX 3a00/IeBaHIIT M CUHLIPO-
MOB C T'€HETMYECKOI IpefipaciionoKeHHOCThI0 (13,
26, 27]. IlpoBefeHHOE MOJNEKYISIPHO-TEHETIYECKOE
UCCTIeOBaHMe MalMieHTa He BBIABU/IO IaTOTeHHBIX
OJHOHYKJICOTU/IHBIX 3aMeH B leHaX, aCCOI[MMPOBaH-
HBIX C JAHHBIM 3a00jIeBaHIEM. DTO TOBOPUT O TOM,
4TO 3ab0JIeBaHUe MajIo M3Y4eHO U PefIKO BCTpeda-
erca B monynAnuu [17-19]. A obHapy)XeHHas IaTo-
TeHHas OJHOHYKIeOTHU/HasA 3aMeHa B reHe MYH7
OINCaHa TONBKO Y MAIIMEHTOB C CEMENHO TuIep-
TpoduIeCcKoi KapaMOMIOIaTHeN U JUIATallIOHHO
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KapuoMMonaryeil. YHUKaJIbHOCTb HAIero KIIN-
HIYECKOTO HAOMIONIeHNs TNOATBEP)KAeTCA OTCYT-
CTBMEM TeHEeTUYeCKO} MHGPOpPMaLUNy BBISIBICHHON
MyTanuy B BbI6OpKax 6ombioro o6sema («1000 re-
HoMOB», ESP6500 1 ExAC).

BIIII npuHATO paclieHNBaTh B Ka4eCTBE MapKepa
BOCITa/INTE/IbHBIX 3a00/MeBaHNIT KMIIeYHMKA, Hanbo-
Jlee 4acTo 3ab60JIeBaHIe PETUCTPUPYIOT Y MALMEHTOB
My>kckoro nona ¢ BK [7, 20, 21]. ITo gaHHBIM AyarHo-
CTMYECKOJ KOJIOHOCKOIMM Y HAIlleTo NaljyieHTa yCTa-
HOBJICHO BOCIIa/INTEIbHOE 3a00/IeBaHMe KUIIeYHIKA!
TEePMMHAJIBHBIN OT/ie/l MOAB3JOIMIHON KMIIKM M30-
THYT, KOHMYEeCKU Cy>XeH o 0,5 cM; mocie umeone-
KaJIbHOTO K/IallaHa KMIIKA Cy>KeHa, MeCTaMy MMeeT
HEepOBHBI KOHTYP, penbed CIM3UCTON U3MEHEH, 9TO
COOTBETCTBYeT ToIorpago-aHATOMUYECKOMY IIOpa-
»keHmo knureynnka mpu bK [24]. Kpome Toro, Bbico-
KUl ypOBEeHb KaJNbIIPOTEKTUHA B Kane — 151,6 MKI/T
(HopMa 0-50 MKI/T) — MOXKET TaK>Ke yKa3bIBaTb Ha
BK. M3BecTHO, yto BK wame pgebrotupyer ¢ adpros-
HOT'O CTOMAaTHUTa U COIPOBOXKJAETCS IOCIeYIOINM
BOBJI€YEHNEM KOXXU B ITATONOTMYECKII IPOL[eCC, YTO
COIIOCTaBMMO C [JaHHBIMM aHaMHe3a 3a00/IeBaHMs
HabmoaeMoro Hamu pebeHKa. BHeKMIIedHBIMM 110-
paxeHnnsamu BK, onucaHHbIMU B TUTEpaType U BbI-
ABJICHHBIM) Yy IANMeHTa, ObUIM TelaToCIIEHOMe-
ramus, moBepxHOCTHbI ractput u I'Tl [24]. Takum
06pasoM, TsKe/Ible MOPAXKEHMST KOXU U CIIUSUCTBIX
B HallleM K/IMHUYECKOM HaONMIOeHUN NONYCTUMO
pacleHMBaTh KaK BHEKMIICYHYI0 GOPMY MY/IBTUCK-
CTEMHOTO XPOHMYECKOTO UAMOIATIYeCKOro 3abore-
BaHums KuiredHnka — BK. OgHako 115t Bepuduxanum

JononHutenbHaa nHopmauua

AMarHosa HeobOXomuMmo yriaybneHHoe oOcCIenoBa-
Hue pebeHKa B TaCTPOIHTEPONIOTNYECKOI KIMHIKE.
JlanbHelilIee BefleH e MAVIEHTa 3aK/TI0YaeTCs B UC-
[TaHCEPHOM HaOJIOfeHNUN Y epMaTonora 1 racTpo-
SHTEpOJIOra C KOppeKLyell BbIABIEHHON IaTOIOTUN
U IIATEIbHON IOAePXKUBAKOLEN Tepalyell CUCTeM-
HBIMU U HAPY>KHBIMU IIpemapaTamu. PeGeHky creny-
eT nsberarb MEXaHMYECKUX TPABM I ITOBPEXIEHMI,
B TOM 4IICJIe 3alIpelleHbl MHDEKIUNU IEKAPCTB BO U3-
6exanme peHoMeHa ITaTeprum.

3aknoueHue

BereTupyrommuii nmuopepMaTUT — IMOCTOMATHUT
BCTpeYaeTcs KpaliHe PeKo M XapaKTepusyeTcs JIn-
TE/IbHBIM YIIOPHBIM T€YEHMEM CTIOXKHO AMATHOCTUPY-
emoro 3aboneBanus. [IpefcraBieHHOe KIMHNYECKOE
HabmIofeHNe YKas3blBaeT Ha HEOOXORMMOCTD MEX-
OVCLUIUIMHAPHOTO KOMIIIEKCMPOBaHUsI B pabdore
Y4YacTKOBBIX IIeAMATPOB, JePMATONIOTOB, CTOMATOJIO-
TOB, XUPYProB, NHPEKIMOHUCTOB U JPYTUX CIIelya-
UCTOB. 7151 yIydIieHys KauecTBa XM3HM Mal[eHTa
M IPOrHO3a 3a60/IeBaHM ST YPE3BbIYAITHO BasKHO PaH-
Hee YCTaHOBJIEHIe IMarH03a ¥ CBOEeBpEeMEHHO Ha3Ha-
YeHHOe JiedeHue. BpadaM ciefyeT akKILeHTUPOBATb
BHUMaHIe Ha MOSABJICHUN Y MAljUeHTa ObICTPO HIpO-
rpeccupyoIux OONe3sHEHHBIX 3/IEBUPYIOLINX 3B
Ha KOXK€ U CIUBUCTHIX 000/I094KaX, 0COOEHHO ITOCTIe
HEe3HAYMTEe/MbHBIX TPaBM WIM oOnepanuil (IONMoXMu-
Te/bHBII (PeHOMEH IaTePriuu), YaCThIX ACCOLMALIMAX
KOXKHBIX IIOPaXKeHMIT ¢ BOCIIAMUTEIbHBIMU 3ab071e-
BaHuaMM knureynnka (BK) u orcyrerBum monoxu-
TEJIbHOM JUHAMMKY OT Tepaluy aHTUONOTUKAMH. ©

Cornacue naymeHTa ®uHaHcMpoBaHne KoHnuKT nHtepecos

3aKOHHbIN NpeAcTaBUTENb NaLMeHTa (MaTb) BO6POBONBHO MauueHT 6b1n rocnutanuampoaH B [BY3 MK «Kpaesas get- ABTOpPbI ieKNapupyioT OTCYTCTBME ABHbIX N MOTEHLMasNb-
noanucana NHGOpMrpPoBaHHOE cornacue Ha nybnuKkauuio cKan KnMHUYeckasa 6osbHMLa», Npoxoaun obcneaoBaHve HbIX KOHQIMKTOB MHTEPECOB, CBA3aHHbIX C Nybnukaumei
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An unusual pediatric clinical case of atypical pyoderma

gangrenosum

T.G. Sedova' - V.D. Elkin' « A.A. Zhukova'

Pyoderma gangrenosum (PG) belongs to the
group of neutrophilic dermatoses with unknown
etiology and poorly understood pathogenesis. In
children, PG is primarily associated with inflam-
matory bowel diseases (Crohn's disease and ul-
cerative colitis). By now, about 355 PG cases have
been described worldwide, including 15 children
with the involvement of oral mucosa. Clinical man-
ifestations of the disease are diverse and depend
on the form, stage and associated conditions. Such
arare PG as pyodermatitis-pyostomatitis vegetans
manifests by combined lesions of the oral muco-
sa and skin. The authors present historical data
on the investigation of the disease, its etiology,
pathogenesis, risk factors, and clinical picture.
A description of a rare clinical case of severe form
of atypical PG, namely, pyodermatitis-pyostoma-
titis vegetans in a 10-year-old child, is presented.
The unique character of the case is related to the
variety of clinical manifestations and the clinical

course complicated by the development of keloid
and partial scar-related flexion contracture of the
upper and lower extremities, the formation of
microstoma and cachexia. The association of pyo-
dermatitis-pyostomatitis vegetans with Crohn's
disease was found. The lack of awareness of the
clinical symptoms of this rare disease has led to
diagnostic errors and late diagnosis.
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tion, complications
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