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AHHOTauusa

HacnegcteeHHas npeapacnonoxeHHOCTb — Hanbonee 3HauMMbli dhaktop pucka 6onesHn Kpoxa (BK) y cubnnros.
Onucanue cnyvaeB. B MHorogeTHoi ceMbe 13 6 geTeil ogHoro nokoneHus y 3 bpatbes BoisBneHa bK: y ogHoro — B BO3-
pacTe 15 neT u 'y gByx — B Bo3pacte 17 neT. Y craplero 6pata BK MmaHudecTpoBana oCcTpon KULWEYHON HEMPOXOAUMO-
CTbl0, MPUKPLITOI NepdopaLmei NOAB3AOLLHON KALLKW, pasnTbIM NEPUTOHUTOM; Y CPEAHET0 — CUMNTOMATUKOM, CXOLHOM
C anneHaMKYNsapHbIM HGUAbTpaToM. O60MM BpaThbsaM BbINONHEHA PE3EKLMS TEPMUHANBHOIO OTAENA NOAB3AOLLUHON, Cre-
MOW M YacTh BOCXOAALLEro oTaena 060404HON KMLLOK C HamNOXEeHUEM uneoacLeHaoaHacTomo3a. Y mnagwero 6pata gua-
THOCTMPOBaHa HECTPUKTYpUPYHOLLAs, HeneHeTpupytoLas opma BK ¢ nocteneHHbIM Ha4Yanom 1 OTCYTCTBMEM OCTOXHEHUIA.
Cpepu cnbnuHros, He cTpagatowmx BK, y AByX yCTaHOBMEHbI PEBMATOUAHbIA apTPUT U BUTUIIO.

06cyxaeHne. CxogHbIMM Npu3Hakamn cemeitHoi hopmel BK okasanuce Monogoit BospacT febiota 1 coueTaHHOE nopaxe-
HWe NOAB3AO0LLHOMN W TONICTOM KULLKK; OTIMYMTENBHBIMWA — HaNU4YME OCIOKHEHUI U XUPYPrUYECK1e BMELLATENbCTBA TOMbKO
y AByx 6patbeB. OCoBEHHOCTbIO HAabMoAEHNS CNYXUT pa3BuThE 3ab0NeBaHMs TOMbKO Y MabyYMKOB U COYETaHWE B O4HOM
MOKOMNEHMM CEMbMW TPEX PasfNYHbIX ayTOMMMYHHbIX 3a60neBaHuiA.

KntoueBble cnoBa: 6one3Hb KpoHa, BocnanutenbHble 3aboneBaHust KULLIEYHWKa, HacneaCcTBEHHas NpeapacnonoXeH-
HOCTb, AebtoT 3aboneBaHus, ayTOMMMYHHbIE 3a60neBaHus
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Features of the manifestation and course
of Crohn’s disease in three brothers
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Abstract

Hereditary predisposition is the most significant risk factor for Crohn’s disease (CD) in siblings.

Case reports. CD was diagnosed in 3 brothers in a family with 6 children of the same generation: the disease manifested
itself in one — at the age of 15 years and in two brothers — at the age of 17 years. In the older brother, CD manifested with
acute intestinal obstruction, ileum perforation, diffuse peritonitis; in the middle — with symptoms similar to appendicular
infiltrate. Both brothers underwent resection of the terminal ileum, cecum, and part of the ascending colon with the imposition
of ileoascendoanastomosis. The younger brother was diagnosed with a non-stricturing, non-penetrating form of CD with
a gradual onset and no complications. Among the siblings without CD, two have rheumatoid arthritis and vitiligo.
Discussion. Similar signs of the familial form of CD were young age of manifestation and ileocolonic disease location;
distinctive signs — the presence of complications and surgical interventions in only two brothers. A special feature of the case
reports is the CD development only in boys and the combination of three different autoimmune diseases in one generation
of the family.
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CnM1COK COKpaLLEeHMWiA:

B3K — BocnanutentHble 3aboneBaHns KULLEYHMKA Y31 — ynbTpa3BykoBOE UCCMEeA0BaHME
BK — BonesHb KpoHa WMT — nHpexc maccebl Tena

KT — komnbtoTepHas Tomorpadmst OBIT— opraHbl 6prOLWHOM NONOCTH
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OTSTOIICHHBIN ceMelHbIN aHaMHEe3 — BaXKHBIN (hak-
TOp PHCKa BOCHAJIUTEIBHBIX 3a00JIEBAaHUN KHUIICYHUKA
(B3K), xoropslit ormeuaetcst y 8—12% nauneHToB, npu-
yeMm mipu 6one3nn Kpona (BK) vame, yem npu si3BeHHOM
KOJIATE.

[Ipn nammunu B cembe manuenta ¢ B3K puck pas-
BUTHS 3a00JICBaHUS Y POICTBEHHUKOB TIEPBOH CTETIEHU
porcrtBa yBenmumBaeTcs B 4-8 pa3 [1, 2]. Oto moxer
OBITH OOYCJIOBJIICHO, C OIHOW CTOPOHBI, T€HETHYCCKOM
IPEAPACIIONOKEHHOCTRIO, C APYroi — OOIINME BHEII-
HUMH (pakTopamu pucka [1, 3].

Bbonee 100 reHOB CBSI3BIBAIOT C TPEAPACIIONOKEH-
HOcThIO K BK, koTOpas peammsyercs depe3 m3MeHEHUS
BPOXKACHHOTO ¥ aJalTUBHOTO MMMYHHTETa, MEXaHHU3-
MOB PaclO3HABaHMS MHKPOOPTaHU3MOB, IIPOHHUIIAEMO-
CTH dIUTETHAILHOTO Oapbepa [3, 4].

M.P.C. Santos u coasrt. [1], ananu3upys uccienoBa-
HHS 3a nociienane 30 JeT, JearoT 3aKIIIoYeHue O TOM,
YTO CpeAy POACTBEHHHWKOB MaKcHManbHBIA pruck B3K
OIIMCaH y CHOJHMHTOB IO CPABHEHUIO C IETEMHU U POAU-
TeJsIMH, 0COOCHHO eciu ipodana crpanaet bBK (otHOCH-
TENBHBINA pUCK 23-35).

Hamu mpencraBineHo YHHKaIbHOE ONMCAHWE MHOTO-
JIETHON CEMBH, B KOTOPOH y TpeX M3 IIECTH ACTEH pas-
Buiack BK. TIpoaHani3upoBaHbl 00IIKE YePTHl U UHIHU-
BUIyalIbHBIC 0COOCHHOCTH TEUCHUS 3a00IEBaHMS.

OMNMUCAHUE CNTYYAEB

Crapwum 6par, 36 ner

B 2000 rony B BO3pacte 17 ser BHepBBIE MOSBU-
Jachk OcCTpas, CxBarkooOpasHas 00Jb B NMPaBOH IMOJO-
BUHE JKMBOTA, HE CBA3aHHAS C MPUEMOM IHIIH, THapes
1o 15 pa3 B cyTku u remaroxezus. CocTossHEE OBICTPO
YXYIIIAIOCH: 00Jb B KUBOTE CTajla HECTEPIIIIMOM U TIPH-
obOpena pasnmuToii xapakrep. IIpoBereHa SKCTpeHHas
JamapoTOMUs, BBIABICHA OCTpas TOHKOKHIICYHAS He-
POXOJMMOCTD, IPUKPHITAs Tepdoparys MoaB3I0IIHOM
KAIIKH, YTOJIICHNE CTEHKH BOCXOISINIETo OTAeNa TOI-
CTOM KHILKH, Pa3IUTON CEPO3HO-TEMOPPArndecKuil me-
putonut. [IpoBeaeHa npaBOCTOPOHHSIS TEMUKOIIKTOMUS
¢ (hopMHpOBaHNEM HIICOTPAHCBEP30aHACTOMO3a «KOHEI]
B KOHem». Ha ocCHOBaHWYM MHTPAOTICPAIIMOHHBIX TAaHHBIX
Y THCTOJIOTHYECKOTO MCCIIEAOBAHMUS OTIEPAIlIOHHOTO Ma-
Tepualia ycTaHoBIIeH nuarHo3: bK, uneokonut, menerpu-
pyromas, ctpukTypupytomas gpopma (A2L3B3+B2) [5].
B Teuenue cnemyromux 16 meT camModyBCTBHE OCTaBa-
JIOCh YIOBJIETBOPHUTEIBHBIM, TEPAITHIO HE TTOTydall.

B 2016 roy BHOBB IMOSIBHUIIACH CXBaTKOOOpa3Hasi 00Jb
B 00JIaCTH TpaBoro (QuaHKa »XWBOTa, KOTOpas COIpO-
BOXKJIa7Iach TOABEMOM TemmepaTypsl Tena no 37,5 °C,
OTCYTCTBHEM CTyla W OTXOXKICHHS Ta30B B TCUCHUE
5 gHe#, B3AyTHEM KHBOTa. [10 JaHHBIM KOMIIBIOTEPHOU
tomorpaduu (KT) opranos Opromraoi mosoctu (OBIT)
o0Hapy)XeHBl pACIIMpEeHHBIE M 3aIllONIHCHHBIC JKHIIKO-
CTBIO MIETJIM TOHKOW KHUIIKHU, COICPIKAIINe TOPU30HTAIIb-
HBIC YPOBHH >XHIKOCTH, H3MEHCHHS TEPMHHAIEHOTO
OT/AeNa TOHKOW KHIIKH — HHUPKYSIPHO YTONIICHHBIC

(mo 8-10 MM) CTEHKH TEPMHHAJIBHOTO OTJENIa TOHKOM
KHIIKH, OTEK OKPY>KaIOIIeH K1eT9aTki. TOHKOKHIIIETHAs
HETIPOXOANMOCTh ObLIa KyIHpPOBaHAa KOHCEPBATHBHBIMHU
MeTonamu: 1unpoduokcarud 400 Mr/cyT ¥ METpOHH-
nmazon 1500 mr/cyT BHyTpHBEHHO KamenbHO. /s mon-
Jep KUBAIOIIETO JICUCHNsI Ha3HAYeH a3aTHONPHH B JI03€
100 mr/cyT (1,2 Mr/kr Beca).

C staBapst mo mapt 2017 r. mpu coxpaHHOM are-
TUTE, O0e3 OrpaHUYCHUN B MUTaHHUH, MoxyAea Ha 20 Kr
(motepsin 25% OT UCXOMHOW MacChHI Tella, WHACKC MacChl
tena (MMT) cocraBua 20,5 Kr/m?), ¢ anpess 10 MIOHb
2017 r. oTMEYEHO HECKOIIBKO PEIHINBOB TOHKOKHIIIEY-
HOH HENPOXOIMMOCTH, AaHAJOTHYHBIX ONHCAHHOMY
BBIIIE, PA3PEIINBIINXCS IPU MPOBEICHUH KOHCEPBATHB-
Hoit Teparnmu. [1o pesynsraram KT OBII, BeimonaeHHOM
B ampene 2017 r., BeisiBiena kaptuHa BK: crpukrypa
WIICOTPAaHCBEP30aHACTOMO33a M TOAB3IOIIHONW KHIITKH
MPOTSKEHHOCTHIO 110 11 cM ¢ cy’keHrneM IpocBeTa KHIIl-
ku 710 0,3 cM B muamerpe, CynpacTeHOTUYECKUM PacCIIIv-
PEHHEM 10 5 CM M HapyLIEHUEM KUIIEYHOU MPOXOAUMO-
cTd. [ MHIYKINU peMUCCHH Ha3HaueH MPETHU30JI0H
60 Mr/CyT ¢ TIOCTENICHHBIM CHUYKEHUEM JIO3BI U €TO I10JI-
HOW OTMCHOH, aHTHOAKTepHaJbHBIC IMpernapaTsl, cras-
MOJIMTHKH; TIPOAOIDKEHO JIEUCHHE a3aTHOIPHHOM, 1032
KoToporo yBeimdeHa 1o 150 mr/cyt (2,5 Mr/kr).

B Host6pe 2017 roma 1miIaHOBO MPOBEICHA PE3EKIIUs
MTO/AB3IOIIHON KHUIIKHA ¢ 30HOM MJIEOTPAaHCBEP30aHACTO-
MO3a, BBIIOJHEHA uiieoctomus mo bpyky. B mocneone-
palMOHHOM TIepHOAe Hayara OMONOTHYECKas Teparms
agamumMymMaboMm B J03e 160 Mr MOIKOKHO OJHOKPATHO
¢ epexogoM Ha 80 mr yepe3 2 Henenun u 40 Mr Kaxapie
MOCIIEAYIONINE 2 HEJCIH C TIOJIOKUTEILHBIM 3P PEKTOM:
00J1b B )KUBOTE HE Oecrokona, mpudaswmi B Bece (MMT
26,6 kr/m?). B mexabpe 2018 roma mo maHHBIM HIICOKO-
morockonuu u KT OBIT xoncrarnpoBana pemuccus bK.

B ampene 2019 roma mpoBeneHa JTUKBUAAIMS OTHO-
CTBOJIFHOH MJICOCTOMEI C (POPMHPOBAHHEM PEKOHCTPYK-
TUBHO-BOCCTaHOBHTEIFHOTO  MIJIEOTPAHCBEP30aHACTO-
Mo3a. B 2020 rogy mpomomxaeTcsl MOAACpKUBAIOIIAS
Ouoornyeckas Tepanus amaituMymadoM B jo3e 40 mr
MIOAKOKHO Ka)KIble 2 HEAENH; K00 He IPEeIbsBISCT.

CpeaHui 6par, 29 ner

B 2005 rogy B Bo3pacTe 15 neT BHepBhie BO3HHUK-
na 00Jb B TPABOW TOAB3IOIIHOW OOJIACTH, TOSBHIICS
YacThIM JKUJIKUU CTYJI CO CIU3bIO, 32 MECSI] MOTEPSI
B Bece 6 kr (UMT 15,2 kr/m?). TocniuTaau3supoBaH B XHU-
PYPru4ecKoe OTIEJIEHUE C MOJO3PEHUEM Ha amleHau-
KyIApHBIH wHQWIETpar. [lo MaHHBIM YIBETPa3BYKOBO-
ro uccnenoBanus (Y3U) OBII BwisiBeHo yTomiieHue
CTEHKH IOJIB3IOLITHON KUIIKH C CYKEHHEM €€ IPOCBeTa.
[Tpu uppurockonmu ObII OOHAPYKEH Je(EeKT HaroIHe-
HUs cienoi kumky. [TpoBeneHa anaporomMus: oOHapY-
JKEHbl YTOJILIEHHbIE IUIOTHBIE CTEHKH TEPMHUHAJIBLHOIO
OTJielIa TOAB3IOIIHOM, CIEMON W 4YacTH BOCXOMSILIETO
otzaena 000TOYHON KHINOK; BBHITOJHEHA PE3EKIHS dTHX
OTIENIOB U HAJIOKEH WICO0ACLEHI0aHACTOMO3 «KOHEI]
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B KOHEI». [IpH TMCTONOTMYECKOM HCCIICIOBAHHU OIIe-
pallMoOHHOTO MaTepuaja BBISIBICHB mnpu3Haku bK.
[IpoTuBOpeMIUBHAS TEPAITUS HE HA3HAYAIACK.

B Teuenne cnemyronux 14 jet amu30QMYeCcKH OTMe-
qayi 00Jb B MPaBOH MOJOBHUHE KHBOTA, HEYCTOWYMBBIN
CTYJI, CAMOYYBCTBHE B IICJIOM OCTaBaJIOCh yIOBJIETBOPH-
TEJBHBIM, 32 MEITUITHHCKOM MTOMOIIBI0 HE 00paIaics.

C wurons 2019 roma ycunmmiiack 00Jb B JKHBOTE, TI0-
SIBUJIACH JMiapesi 10 3 pa3 B CYTKH, UHOTA C IPUMECHIO
cmsu. [To moBomy 3tux xkanmod B okTaope 2019 roma
mocTynui B KIMHHKY TpOTENEBTHKU BHYTPEHHHX
0OJIe3HEH, TacTPOIHTEPOJIOTHH U TENaTOJOTHH UM.
B.X. BacwiieHko YHUBEPCUTETCKOW KITMHHYECKON O0JIb-
HUeI Ne 2 CedyeHOBCKOTO YHHBEpCHTeTa (rajiee —
Kmunanka). Tlpu 0ObEKTUBHOM HCCIIEIOBAHUU: COCTOSI-
uue yaosierBoputenbHoe. UMT 25,2 xr/m?. Bprommas
CTeHKa Je(OpMHpPOBaHA 3a CYET ITOCIICONEPAIIMOHHO-
ro pyoma, mpu manbpnanud mo meroxy OOpas3moBa —
Crpakecko oTMedeHa O0OJIC3HEHHOCTh B 00JacTH HIile-
oaclieHioanactoMo3a. [1o ocTajbHBIM OpraHam U CH-
creMaM — 0e3 BHAMMBIX ITaTOJIOTHYECKMX M3MEHEHHM.
OOmuii aHaM3 KPOBU, MOYH — O€3 3HAUUMBIX H3Me-
HeHuid. [IpoBenmeHa MIEOKOIOHOCKOIHS: B HIICOACIICH-
JI0AaHACTOMO3€ W Ha MpOoTsnkeHnr 20 ¢M MOAB3AONTHON
KWIIKA BBISBIICHBI MHOXKECTBEHHBIC DPO3UH C HAJICTOM
¢uOpuHa Ha poHE OTEUHOW W THIIEPEMHUPOBAHHON CITH-
3uctoid. [IpyM THCTONOTHYECKOM WCCIISIOBAaHUU OHO-
NITATOB W3 3PO3HUU CIM3UCTOW OOOJOYKH ITOJIB3IOITHON
KHUIIKA BBISIBJICH XPOHWYECKHH OYaroBBIA aKTHBHBINA
9PO3UBHBINA WIEHT (pHC. 1a, 0).

Brmonnena KT-sHTEepoKonoHOTrpadus, 0OHapyKEHBI
npusHaku bK: HepaBHOMEpHOE yTONIIEHNE CTEHKU TO-
el KUIKA 10 7 MM U aedopMaius penbeda ee cim3u-
CTOH 00O0JIOYKH; JIBa y4acTKa Cy>KESHHsI TIPOCBETa U pac-
IIHUPEHNE OTIIEIBHBIX TIETENb TOAB3IOIIHON KHIITKH; pe-
THOHApHas JTUMQaJICHONATHS U YIUIOTHEHNE KJIETYATKH
B IIPaBO¥ MONB3ONTHON OOJACTH.

KNNHWYECKWIN CNYYAW / CLINICAL CASE

Kmmanuecknit nuarnos: BK, mneokonut, cTpuxrypu-
pyromas ¢opma (A1L3B2). JIng WHAYKIHKA pPEMUCCHH
Ha3HaueH OyJecoHWa 9 MI/CyT B TeUeHHE 3 MeECSIEB
u azaryuornpuH 150 MI/CyT B KauecTBE NOIIEPIKUBAIOIICH
TEpaIny, ¢ MOJOKHUTEIBHBIM 3 dekToM: 60Nb B )KUBOTE
He OecImokomia, cTyin Hopmanusosaics. B 2020 romy mpo-
JIOJDKAETCS Tepanusl a3aTHONPUHOM B J1o3e 150 mr/cyT
(2 Mr/KT), XKaJI00 HE MPEBABIISET.

Mnagwun 6part, 24 roaa

B 2013 roxy B Bo3pacte 17 j1eT mosBIIIACh TIEPHOIH-
YEeCKH BO3HHKAIOMIAsl OOk B IIPABOil MTOJIOBUHE KUBOTA,
SMH30/IBI AUAPEH.

BriepBeie oOpaTtmics 3a MEOUIUHCKOW TOMOIIBIO
B 2015 roxy, korma oTMeTWs Temaroxesuto. OOmmi
aHaJ3 KPOBH, MOYM — 03 CyIIeCTBEHHBIX H3MEHe-
HUH. YpoBeHb (PEKATBHOTO KaJbIIPOTEKTHHA COCTABHII
541 wmxr/r (<50 MKr/r). V1€oKoNIOHOCKONHS W THCTO-
JIOTHYECKOE HCCIICNOBAaHNE TIIO3BONMIIA ITOATBEPIHUTH
muarao3 BK ¢ mopaxenwmeM TepMHUHAIBHOTO OTAENa
TIO/IB3/IOITHOM, CIICTION H mpsiMoi kuiku. Ha3zHaueH me-
CaJla3viH B 03¢ 2 T/CyT BHYTPh C MOJOKHTEIBHBIM 3(-
(bextoM (OOJB B KHUBOTE HE OECITOKOWIIA, TPEKPATIIIACH
TeMaToXe3Wsl, HOPMAaJIH30BAJICS CTYI).

C mgayaita 2019 roma nosBUIIack AU30QAYECKast OOJIb
B KHUBOTE, KHJKHAN CTYJI 03 MMaTOJIOTHYESCKUX TIpUMece
J0 3 pa3 B CyTKH, HPUCOCIAMHMIACH 00IIas ciaboCTh.
B Hosi6pe 2019 roma rocmuTanuzupoBaH B KIWHHKY.
[Ipr 0OBEKTUBHOM HCCIICAOBAHUH: COCTOSHAE yIOBIET-
BoputeiabHoe. UMT 29 kr/m?. Ilpu nanbmamuu mo MeTo-
ny O6pasnoBa — Crpakecko oTMeueHa 00JIe3HEHHOCTh
CJIENION U BOCXOAALIEH 000q04HOM KUMKW, I10 ocTais-
HBIM OpraHaM W CHCTeMaM — 0e3 BHIMMBIX ITaTOJIOTH-
YeCKUX N3MEHEHUH.

[IpoBenena WMICOKONIOHOCKOIHS: B TEPMUHAIHLHOM
OT/IeNe TOAB3IONIHOW KHIIKH BH3yaJIH3UPYIOTCS MHO-
)kecTBeHHbIe (Oomee 10 Ha OCMOTPEHHOM YydYacTKe)

PUC. 1. XpoHndeckuii 04aroBbiii aKTHBHBIN 3pO3UBHBIN MiienT. OKpacka reMaTOKCHIMHOM U 303uHOM, a — %80, 6 — % 160.
OtmedaeTcs CriIaXuBaHUE BOPCHH, OBPESKICHIE IIOKPOBHOTO SIUTENH (a: CTPEJIKA) U SMHUTEINS KpUIT, uddy3Has BOCHau-
TeNbHas MHOWIBTPAIHS CO 3HAYUTEIBHOW PUMECHIO CErMEHTOSICPHBIX JICUKOLUTOB (0: CTPEIKH).

FIG. 1. Chronic focal active erosive ileitis. Hematoxylin and eosin stain, a — x80, 6 — x160.

There is a smoothing of the villi, damage to the integumentary epithelium (a: arrows) and crypt epithelium, diffuse inflammatory
infiltration with a significant number of segmented leukocytes (b: arrows).
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PUC. 2. Xponudeckuii 04aroBblii aKTUBHBIA SPO3UBHBIN WICUT ¢ GOUTUKYISIPHON rUnepIuiasueid TMMGOHIHON TKaHH.

Oxpacka reMaTOKCHIIMHOM U 303uHOM, a — X80, 6 — x160.

OTMmeuaeTcst YIUIOIEHHe BOPCHH, THIIEPIUIa3Hs U MOYKOBaHUE KpUNT. [TOBBIIIEHUE MIIOTHOCTH KJIETOUHOTO MH(UIBTpaTa HOCUT
HepaBHOMEpHBIN xapaktep. OOHapyKUBaeTCs KPYMHbIH JIMMGPOUAHBIA QOIHKyn (a: cTpenka). Mecramu oTMe4aeTcsi MOBbIILIe-

HUE cofiep KaHust 203MHO(PUIOB (0: CTpenKn).

FIG. 2. Chronic focal active erosive ileitis with follicular hyperplasia of lymphoid tissue.

Hematoxylin and eosin stain, a — x80, 6 — x160.

Flattening of villi, hyperplasia and budding of crypts are noted. The increase in the density of the cellular infiltrate is uneven. A
large lymphoid follicle is found (a: arrow). In some places, an increase in the content of eosinophils is noted (b: arrows).

CIMBAIOIINECS] SPO3UH IUaMeTpoM 4—8 MM; B CIETON
M 9aCTHYHO BOCXOJSILEM OTIEIC 000J0UYHON KUIIKH —
OTJeNbHBIC TOYCUHBIE 3po3uu 10 1 MM. OOHapykeHa
3yOuarasi ajeHoMa TEYEHOYHOro u3ruba 00010uHON
KUIIKA. [IpH THCTOJIOTHMYECKOM HCCIE0BaHUN OHO-
NITATOB U3 APO3UH CIM3HCTONW OOOJIOUKH TMOJB3ONIHON
KHUIIKA BBISIBIICH XPOHWYECKHHA OYAaroBBIA AKTUBHBIN
9PO3UBHBIA WIEHT C (OJUTUKYISIPHOW THUIepIUIa3uen
TUMQOUIHON TKaHU (puc. 2a, 0).

Knmangecknii nuarnos: BK, mineokonut, HecTpuKTy-
pupytonas, HenieHneTpupytomias popma (A2L3B1); auz-
Kas KIMHUYEeCKas aKTUBHOCTH (MHAekc becra 240 Oan-
noB). 3y0O4aTas aJieHOMa IEYCHOYHOTO M3ruba 000704-
Hoii kK. Haznauen Oyneconua 9 mr/cyT Ha 3 Mecsina
C TIOCTICTYFOIIIUM CHHKCHHUEM JIO3bI /IO TIOJTHON OTMEHBI;
azatronpuH 150 mr/cyt (2 MI/KT) B KadecTBe MOICp-
JKuBaroied Teparnuu. [Ipyu yMeHbIIEeHUH OO B YKUBO-
T€ W WCYE3HOBCHHHU JIMAPEU TAIMEHT CaMOCTOSITCIHHO
OTMEHWJI a3aTHONPUH ¥ Hadaj NMPUHHMAaTh Mecalla3uH
B 7103¢ 4 r/cyT. B nexa6pe 2019 rona B KimHuke BbION-
HEHa IIJIaHOBAs HI0CKOIMMYECKAs IOJUIIIKTOMHS, OTME-
YEHO YMEHBIIICHHUE BBIPAKEHHOCTH SPO3UBHOTO HJICHTA,
32KUBJICHUE DPO3UH BOCXOMAAILIETO OTIENa 000I0YHON
kumku. Ha xonerr 2020 roja xayo® He MpeabsIBIISET,
BO300HOBJICH ITPHEM a3aTHOIPHHA.

CpaBHHUTENbHAS XapaKTEPUCTHKA MaHH(ECTAIUN
u TeueHus bK y Tpex OparbeB npeicrasicHa B TaOmuIIE.

CemelHbIN aHaMHe3

I'eneanoruueckoe JepeBO ONMCHIBAEMOM ceMbuU
mpencTaBneHo Ha pucyHke 3. Jlem co cTOpoHBI oOTma
JIONITO€ BpeMsI CTpajaan Auapeei, B Bo3pacte 45 et emy
OBLT yCTAHOBJICH IMArHO3 mapanpoktuta (?). CkoHvancs

B Bo3pacte 50 JIET OT OHKOJIOTHYECKOTo 3a0oeBaHus (?7)
(mepBUYHAST JTOKAIHM3ALUS 3J0KAYECTBEHHOH OITyXOIH
He BbIsABJIeHA). OTIa MeprHoAnIecKr OCCIIOKOIIT KUIKUH
CTyA ¥ abnoMuHANbHas 60116, [Ipy KOJIOHOCKOTINH BBISIB-
JICHBI €IMHIYHBIC YPO3MH TEPMHHAIBHOTO OTHENa MOA-
B3mOIIHOM Kuiky, nuarHo3 B3K He ycranosnen. B pac-
cMarpuBaeMoM TokonieHuH (mokosienue 1) — getBepo
OpaTheB M JIBE CECTPBI, U3 KOTOPBIX TPOE OpaTheB CTpa-
natot BK, y cTapmieit cecTpsl yCTaHOBIICH TUArHO3 PEB-
MaTOWIHOTO apTPHUTa, Y eMUHCTBEHHOTO Opara, He cTpa-
nmaromero bK, — Butwnmro.

OBCYXOEHUE

CemMeiiHasi IpepacioiokKeHHOCTh — OOIICPU3HAH-
HBIH (akTop pucka BK, BMecTe ¢ Tem, HeCMOTps Ha ak-
TUBHOE M3y4YCHHE HACIICJICTBEHHBIX 0COOCHHOCTEH 3a00-
JICBAaHMS, TECTHPOBAaHUE B KAUeCTBE METOIHUKH, HEOOXO-
JFIMOH IS IPABIJIGHOTO BEICHUS ITAIIIEHTOB, HE YIIOMH-
HAeTCS B OTEUYECTBEHHBIX KITMHMYECKUX pEeKOMEHIAIINSIX
o guaraocTrke ¥ ieuennto bK y B3pocnbix [6]. Tlo3zutus
European Crohn’s and Colitis Organisation (ECCO,
EBporeiickoe o0mecTBo mo 6one3nn Kpona u konuty)
c(OpMyITHpOBaHA YETKO: TCHETHYECKOE TECTHPOBAHUE
HE peKOMeH TyeTcst st pyTuHHOro nuarnosa bK [7].

Bosbiioe 4mciio uccieqoBaHuii MOCBAIIEHO OLEH-
ke ocobeHHocTH MaHupecranuu U TedeHus B3K y i
C OTSTOIICHHBIM CEeMEHHBIM aHAMHE30M H/WIN OIIpese-
JICHHBIM TeHoTHnoM. Kazanoch Obl, KIIFOYEBEIM MTOTOM
9THX paboT JOIDKHA CTAaTh CHCTEMa OIICHKH IIPOTHO3a PH-
CKa BOSHHUKHOBEHHS W Xapaktepa tedeHus: bK y urenon
OIIHOW CeMBH, KOTOpasi OBI MTO3BOJIIIIA, HAIPHMED, Ha3Ha-
YHUTH HanOoJIee MOIXOIAIIee METNKAMEHTO3HOE JICUCHHE
Ha OCHOBAaHWH KIMHUYECKOH KapTHHBI H TCHETHIECKOTO
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Tabnuya. CpaBHUTENbHAA XapaKTepUCTMKa MaHUecTaumm 1 TeyeHusi GonesHn KpoHa y Tpex 6paTbeB
Table. Comparative characteristics of the manifestation and course of Crohn’s disease in three brothers

XapakrepucTuka Crapuwu 6par, 36 ner CpegHuii 6part, 29 net Mnaguwuii 6par, 24 roga
Bospacrt nebtota, rogp! 17 15 17
KypeHue Tabaka C 14 ner Otpuuaet Otpuuaet

XpoHu4eckas BocnanuTerb-
KnweyHas HenpoxogumocTb, Has guapesl, CUMNTOMaTMka,  XpOHWYeckas Bocnanu-
ESER L EEb e OCTPbIiA KUBOT CXOAHas C anneHayKyIspHbIM TenbHas auapes
MHDUNBTPATOM

WneokonuT (nopaxeHne Tepmu-
HanbHOro OTAENa NoAB3LOLLHON, + + +
CMENnom N BOCXOASLLEN KULLIOK)
[NopaKeHune NpPSIMONA KULLKM - - +
deHOTUNNYECKUIA BapUaHT lNeHeTpupytoLas, HecTpukTypupytowas,
3abonesaHus CTPUKTYpUpYtoLas opma CrpukTypupytoliias hopwa HeneHeTpupytoLas opma
BapuaHT 3abonesaHusi no Mox- A2L3B3+B2 A1L3B2 A2L3B1

pearbCKoy Knaccudumkawmm

[NepeHeceHHble onepauum

MpaBOCTOPOHHSIS FEMUKOMSKTOMMS
C (hopMUpOBaHMEM WNEOTPAHCBEP-
30aHacTomo3sa (17 net);
PE3EKLMS NOAB3AOLIHOM KULLKM
C 30HOI aHacToOMO3a, UNEOCTOMUS!
no bpyky (33 roga), nukenaaums

[paBOCTOPOHHAS rEMUKONIK-
TOMUS C (POPMUPOBAHUEM
“neoacLieH10aHacToMo3a

(15 ner)

uneocTomsl (35 ner)

TECTUPOBaHUs poACTBeHHUKA. K coxaneHuro, AaHHbIE
9THX UCCICAOBAHUI, 0COOCHHO B OIIEHKE ITPOTrHO3a, IPO-
tuBopeunBsl [1]. Tlpu cpaBHeHuu Tspkectu TedeHus: bK
1 HEOOXOIMMOCTH HAa3HAUCHUS PA3IUYHBIX JICKAPCTBEH-
HBIX IIpenapaToB y OOJNBHBIX ¢ CEMEIHOM npeapacmono-
JKEHHOCTBIO U criopanudeckiuMu cirydasimu BK He Obiio
BBISIBJICHO pa3iIM4yMil B YaCTOTE Ha3HAuU€HHsI KOPTUKOCTe-
pounoB, mMmmyHocymnpeccopoB [2, 8—10], Ouomoruue-
ckux npemnaparoB [10], B HEOOXOIUMOCTH TPOBEIECHUS
XUPYpPrUdecKux BMemarenbeTs [8—10], rocnuranuzanun
[2, 10] n wacTtoTte peumauBoB [9]. Equanunbie uccnemo-
BaHMs TIOKA3aJIM, YTO MAIUEHTHI ¢ ceMeiHoM (popmoit BK
MOJTYYaIOT aHTUTENa K (PaKTOpy HEKPO3a OIyXOJH anbga
(®HO-0) yarne, yeM O00JBHBIE CO CLIOPATHMUSCKUMHE (HOp-
mamu 3aboseBanus [1].

Cewmeitnas mpeapacmonokeHHOCTh K B3K He o3Hagaer
00JIUTaTHOTO Pa3BHUTHS ATUX 3a00IEBaHUI Y BCEX POICTBCH-
HUKOB, 4TO noxaTBepxkaaeT orcyrcTBue bK y Tpex u3 mwectu
cuOmuaroB. [lpu sTom Haymmume B3K Oomee yem y nmByx
OJNM3KUX PONCTBEHHUKOB IOCTOBEPHO YBEIHYMBACT PHUCK
10 CPAaBHEHUIO C OJHUM WM JABYMs OOJBbHBIMU POJICTBEH-
Hukamu [1]. TakuM 00pa3oM, HATMYUE B CEMbE MAIMECHTa
¢ bK nomkHO HauenuBaTrh Bpaua Ha LieJICHANpaBiIeHHYIO
JUArHOCTHKY 3TOTO 3a00JIeBaHUS P HATMYHA KIUHAYE-
CKOW KapTHHBI y POICTBEHHHUKA, YTO MOXET CYIIECTBEHHO
obxerunth muarHocrudeckuii mouck. CuemmieHHOCTs BK
C TOJIOM HE XapaKTepHa, MO 3MUAEMHOJIOTMYECKHM JaH-
HbIM 3a00JIeBaHUE OJMHAKOBO YacCTO MOpa)kaeT MYXYMH
U KCHIIWH, ¥ MBI HE MOKEM OOBSCHUTH, TIOYEMYy H3 IIe-
CTU CHONHMHTOB 3a00JICBaHNE BBUIBICHO MMEHHO y TpPEX
Opatbes [1, 3, 6]. BaxxHo OTMETHTh HAJMUWE y JBYX CHU-
OmuHTOB, He crpamaromux BK, peBmarommHoro aprpura
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1 BuTIIHTro. CoueTaHne B OMHOM MOKOJIEHHH CEMBU TPEX
Pa3INYHBIX AyTOMMMYHHBIX 3a0O0JIEBaHHI MpEICTaBISIET
elre OHy 0COOCHHOCTh HACTOSIIIETO HAOMIONCHIIS.
[pencrapineHHOe KIMHIYECKOS HAOMIONCHHE JEMOH-
crpupyer ocoberHoctr BK ¢ cemeitHoi mpenpaconokeH-
HOCTBIO, KOTOpBIE ONHCAHBI B psfie HCCienoBaHuid. Tak,
110 MHCHHIO PSIa aBTOPOB, IS MarieHToB ¢ BK, nverormix
HACJICICTBEHHYIO OTSTOLICHHOCTh, XapaKTepeH Oonee Mo-
JIoNoi Bo3pacT Hadana 3aboneBanus [11-13]. B mpencras-
neHHbIX cimydasx BK manmdectupopanma y tpex OparseB
B ITOIPOCTKOBOM Bo3pacTe. JIokami3amust HopakeH s MOKET
OBITH JIETEPMUHIPOBAHA OIPEICICHHPIMA T€HAMH, a II0-
Ka3aTely KOHKOPIAHTHOCTH TI0 JIOKAIH3AlNU M TEYCHHUIO

50 81 68 79
61 61

39 36 32 29 28 24

[0 myxunHa @ 6onb B xu1BOTE + Anapes

O  XeHWwwuHa © peBMaTOWAHbBIA apTPUT

O ymepuwit (as) [ sutuauro

[l 6onesHb KpoHa 50 Bospacr, rogpl
PUC. 3. I'eneamornyeckoe aepeBso.
FIG. 3. Genealogical tree.
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3a00JIeBaHMs B Tapax poJCTBeHHHKOB ¢ bK komeGmorcs
II0 pa3HbIM JaHHbIM OT 16 110 86% [1]. Hexkoropsie aBTOpBI
CUMTAIOT, YTO JUIs JIMI[ C ceMeHHbIM aHamHe30M BK Oonee
XapaKTepHbl KOHKOPAAHTHOCTb JIOKAJIM3ALUHU MOpPayKeHUs
U OIHOBPEMEHHOE MOPAKEHHE TOHKOM M TOJCTOW KHUILIKH
[13], xoTst apyrve MCCeAoBaTeNy HE TOIIEPKUBAIOT JTaH-
Hoe yTBepxkcHue [1]. B omuchiBaeMbIX cliydasx y CHONUH-
roB BK mporekaer B ¢opme mmeokomuTa ¢ BOBICUYCHHEM
B MAaTOJIOTUYECKUM NpoLecC TepMUHAIBHOIO OTHENa IOJ-
B3JIOIIHOM, CJIEMTOM M BOCXOISILEH 000J0YHOMN KHIIIOK.

3AKINIOYEHUE
Takum 00pa3oM, CXOXHBIMH MPU3HAKAMH CeMEHHON
(opmer BK B Hammmx HaOMIOMEHMSIX OKAa3aJIMCh MOJIOIOM

BKINAQ ABTOPOB

A.B. MopkoBrHa BHEcCJa OCHOBHOW BKJaa B pa3paldOTKy KOH-
HENIUN CTaThy, TIOATOTOBUIIA TEKCT M COIVIACHA MPUHATH Ha ceOst
OTBETCTBEHHOCTh 3a BCE ACHEKTHl KIMHHYECKOTO HAOIIONECHHS.
E.IO. IOpbeBa, A.A. lllentyniH ocyIiecTBIsUIM HAOMIOACHHE U Jie-
YEHHE MAIEHTOB U BHECIIH CYILECTBEHHbIN BKJIaJ B HAITCAHHUE CTa-
Tbu. T.JI. JlanuHa BHEcna CylECTBEHHBIN BKJIaJl B HAMCAaHUE CTa-
TeH. A.C. TepTbIuHbIi TPOBOAMI MOP(OIOTUIECKYIO THArHOCTHUKY
U TIPeOCTaBMII MUKpodoTorpaduy ¥ X ONHCAHWE I CTaThH.
I1.B. I1aBnoB npoBOAMII S3HIOCKOIIMYECKUE MCCICAOBAHMS AllCH-
tam. A.C. Teprorunsiii u I1.B. [laBnoB Hanucanu yacTh TEKCTa cTa-
ThU. Bce aBTOpBI yTBEpAHIN OKOHYATEIBHYIO BEPCHIO Ty OIMHMKAIUHL.
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