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A3BEHHbIV KONUT U BONE3Hb KPOHA: COBPEMEHHBIE NPEOCTABJIEHUSA
YACTb 1. JE®PUHULNA, TEPMUHOINOINA, PACITPOCTPAHEHHOCTb, 3TUONOI A
N NMATOINEHE3, KITMHUKA, OCINTOXXHEHUA, KTACCUDUKALUA

A.C. Hummepman, U.A. HHummepman, FO.H. Tpemovsarosa

I'BOY BIIO «IlepMmckas meaunuHcKkas akaaemus uM. akaa. E.A. Barnepa» Munsapasa Poccun, 614000 Iepms,
yi. IlerponaBnosckas, 26

B 0630pHoti cmamve npedcmasnenvl depunuyus siz6eHHozo konuma (AK) u 6onesnu Kpona (BK), ob6cyscoaromes mepmuro-
Jo2uyeckue npobremvl, pacnpocmpanennocms AK u BK ¢ nonynsyuu, cogpementbie KOHYenyuu muoio2uil U namozenesd,
KAUHUYECKUe NPOABNEHUs, OCTONCHEHUs U 6HeKuweynbvle (cucmemnvle) nopadxcenus npu AK u BK, a maxaice kraccugurayus

u cospemernsle Memodbl OUAZHOCTUKU.

Iloopobno npedcmasinensvt cogpemenivie MeiCOYHApOOHble PeKOMeHOayul no ouazHocmuke u ouggepenyuposannomy nede-
nuto K u BK, ux ocnosicnenuil u BHeKUWEUHBIX NOPANCEHUI.

Kniouesvie cnoea: sizeennulil Koaum, bonesHs KOpOHa,‘ SMUOIO2UA U NATNO2EHES, KﬂaCCMQbMKaUM}Z,’ OUAcHOCMUKA U JledeHue.

ULCERATIVE COLITIS AND CROHN’S DISEASE. PART 1. DEFINITION, TERMINOLOGY, PREVALENCE,
ETIOLOGY AND PATOGENESIS, CLINICAL FEATURES, COMPLICATIONS, CLASSIFICATION

Ya.S. Tsimmerman, 1.Ya. Tsimmerman, Yu.l. Tret’yakova

E.A. Vagner Perm Medical Academy, Russia

Definitions of ulcerative colitis (UC) and Crohn's disease (CD) are given, related terminological problems are discussed,
the prevalence of UC and CD in the population is considered along with their etiology, pathogenesis, clinical symptoms,

KNUHWYECKAA MEAWLIMHA, Ne 11,2013

27



complications and extraintestinal (systemic) lesions. Classification and diagnostics of UC and CD are discussed with special
reference to current international recommendations on their diagnostics and differential treatment.

Key words: ulcedrative colitis; Crohn's disease; etiology and pathogenesis, classification; diagnostics and treatment.

S13Bennbiii konut (SIK) u 6onesns Kpona (BK) otHOCAT-
s K 4MciTy HanOoJsiee CIOKHBIX U 3aralo4HbIX 3a001eBaHUH
B T'aCTPOIHTEPOJIOTUH.

Hepunnumsa. AK — 310 xpoHHyeckoe BOCTIAIUTEIbHOE
3a00JIeBaHUE CIIM3UCTOI OOOMIOYKM TOJCTOW KHIIKM HEU3-
BECTHOW ATHOJIOTHH C Pa3BUTHEM B HEW S3BEHHO-HEKPOTH-
YEeCKUX M3MCHEHHMH, JIOKAIM30BAaHHOE MPEUMYIIECTBCHHO B
ee JMCTABHBIX OT/ENaX, opaXxaroliee NepBOHaYaIbHO TPsi-
MYIO KHIIKY C TIOCIEAYIOINM PacrpoCTpaHEHNEM B TIPOKCH-
MaJIbHOM HarpasiieHuu U B 10% cilyyaeB 3axBaTbIBarollee
BCIO TOJICTYFO KUIIKY (PEIIKO — € PeIIFOKCHBIM MITCOTHITH-
TOM); TIPOTEKAET C PA3IMYHBIMI MECTHBIMA M CHCTEMHBIMH
OCIIO)KHEHUSIMU 1 BHEKHIIICYHBIMH TIPOSIBIICHUSIMU.

BK — 370 XpoHn4eckoe rpaHyneMaTro3H0Oe BOCTIAIUTENb-
HOe 3a00JIeBaHNE KUIICUHUKA HEU3BECTHOM ATHOJIOTHH C BO-
BJICUCHHEM B TIATOJIOTMYECKHI MPOIECC BCEX CIIOEB CTEHKH
KUIIKH, XapaKTepU3YIoIeecss MpPEphIBUCTBIM (CerMeHTap-
HBIM) THIIOM TOPAKEHHs PA3IMYHBIX OT/EJOB IMHIICBAPH-
TENIHOTO TpakTa ¢ 0O0pa3oBaHMEM CBHLICH M aOCIeccoB,
CTEHO3UPOBAHKUEM MOPAKEHHBIX yYaCTKOB KUIIKH U MHOTO-
00pa3HbIMU KUIIEYHBIMH M BHEKHIIEYHBIMH MPOSBICHUSIMU
u ocnoxkHeHusimMu [ 1—3].

SK u BK — 310 oprannyeckue narojJoradeckue mporec-
CBI, KOTOpBIE (TTOKa) HE TTOJIAF0TCS IIOJTHOMY n3iedeHuto [ 1, 2].

TepMmunosioruyeckune mnpodjaembl. [lepBoe omucanue
SIK obuto pencrasneno S. Wilks B 1859 . 8 Medical Times
and Gazette, a B 1875 . S. Wilks © W. Moxon ganu ero
Mophoorudeckyto xapakrepuctuky [4, 5]. BK Obina Brep-
BbIe onmcana rpynmoil aBropos (B. B. Crohn, L. Ginzburg,
G. D. Oppenheimer) B crarbe, ormyonukoBanHoi B 1932 1. oz
Ha3BaHueM «PerroHanbHbI mitent» (Regional ileitis) [6].

B pasHoe Bpemsi B kauecTBe cuHOHUMOB K durypu-
pOBaJIM TEPMHUHBI «KPHUIITOTCHHBIN, WM HJIMONIATHICCKUH,
SI3BEHHO-TEMOPPArHueCKUi KOJIHUT», «CIU3UCTO-TeMoppa-
THYECKUI SI3BEHHBI PEKTOKOJIUT» M Yalle BCETOo — «He-
cnenru(pUUecKuil I3BEHHBIA KOIUT», KOTOPBIH MBI CUATacM
ycTapeBmuM. DTOT TepMuH ObLT peioxkeH A.C. KazaveH-
ko B jpanekoM 1913 . gnst pasrpannyenns K n npyrux ss-
BEHHBIX KOJIIMTOB M3BECTHOM (MH(EKIMOHHOW) STHOJIOTHH
(TyOepKyIIe3HOTO, JIFOETHYECKOT0), KOTOPBIE B TO BpeMs
OBLTH ITUPOKO pacrpocTpanensl [7, 8]. Celiyac 3To pasrpa-
HUYEHHE MOTEPSAITIO aKTYaIbHOCTh U CIEYeT IOJIb30BaThCs
OOIICPUHATBEIM MEXIYHAPOAHBIM TEPMUHOM «S3BEHHBIH
kot (ulcerative colitis) [8].

CunonnmoM 6one3nu KpoHa B pazHoe BpeMsi ObUIH Tep-
MHUHBI «T€PMHUHAIBHBIA WICUT», «PaHyJeMaTO3HbII dHTe-
POKOJIUTY, «PErHOHAJIbHBIA SHTEPOKOIUT» U Op. B koHIe
KOHIIOB OCTaHOBWJIMCH Ha AIIOHMMHYECKOM TepMHHE «00-
ne3nb Kponay [5].

B MexnyHaponHoli knaccudukanuy 0ojie3Her U mpo-
071eM, CBS3aHHBIX CO 3JOPOBbEM, AECITOTO MEpPecMOTpa,
m3paraeix BO3 B 1995 . (MKB-10), SK o6o03HaueH ciie-
nytommmu mmdpamu: K51, (S3Bennsiii konut), K51.0.
SI3BeHHBIN (XpoHWYecKkHii) »HTepokoauT, K51.1. SI3BeH-
HBIM (XpoHn4eckuii) nneoxkonut, K51.2. SI3Bennsiii (xpo-
Hudecknit) npoktut, K51.3. SI3BeHHBI (XpOHHUYECKUIN)
pexrocurmonaut. BK — mmdpamu: K50. bonesns Kpona
(permonapusiii suTepuT), K50.0. Bonesns Kpona toHkoH
kumku, K50.1. bonesns Kpona toncroil xumku, K50.8.
Hpyrue paznosuanoctu 6one3nn Kpona u K50.9. bone3ns
KpoHna HeyTouHEeHHas.

Pacnpoctpanennocts. 3aboneBaemocts K B pas-
HBIX CTpaHax BapbHpyeT B mpenenax 27—117 cnyuyaeB Ha
100 ThIC. HAaCcEICHUS C KITUKOM» 3a00JIEBAEMOCTH B BO3PACTe
ot 20 no 40 net, yame y My»X4HH, 4eM y xeHmuH (1,39:1);
BTOPOH «IHK» 3a00JI€Ba€MOCTH OTMEUYEH Ioclie 55 JerT.

[TepBuunas 3aboneBaemocts K cocrasnsier 8—10 ciryua-
eB Ha 100 TbIC. HacemeHus B rox [2].

3a nocnenuue 30—40 netT oTMedYeH pocT 3a00JIeBaeMo-
ct bK ¢ 20—30 o 40—50 na 100 ThIC. HaceneHwus (TIpH-
MEpHO B 2 pasa), yaiie cpear Moioabix i (20—30 jer),
C HEKOTOPBIM TpeodnananueM y skeHmuH (1,12:1). B To xe
BpeMsI H30JINPOBAHHOE TIOPaKEHHNE TOJICTOM KHIIKHU (TpaHy-
JIEMaTO3HBIM KOJIUT) Yallle BCTPEUACTCS y TOXKHIIBIX JIFONEH
[2]. Omucanst cnyyan BK B gerckom Bo3pacte, 0cOOCHHO
[IpU HAJIMYUK ceMelHoH npeapacnonaoxeHHocTH K BK. Taxk,
TIOJIOKHUTEIHLHBIN ceMelHbIi anamHe3 otMedeH y 30% 0oib-
HbIX BK, pasBusmetics y nereii [9]. Yame BK nquarnoctupy-
10T B ceBepHbIX cTpaHax Espomsl, B Kanane u CIIIA, oco-
OCHHO cpe/IH JII] eBPEeHCKOi HamoHanpHOCTH [9]. YacToTra
nepBUYHBIX cirydaeB bK konebnercs B rpanunax or 2 jao 4
ciaydaeB Ha 100 Thic. HaceneHus B TOx [2].

9tHogorusa U narorenes. Dtuoiorus JK u BK 1o cux
IOp HE YCTaHOBIICHA, HO OYEBH/IHO, YTO 9TO MYIBTU(DAKTO-
puanbHble 3a0oneBaHus. [lepBoHa4anbHO, YYUTHIBAs, YTO
KHIIEYHUK YelIOBEKa B HOPME M MPH IMaTOJIOTHH KOJOHU3H-
PYET OrpOMHOE KOJIMYECTBO PA3TMUHBIX MUKPOOPTaHU3MOB,
stuonorndeckue (pakropsl bK n K uckanu cpenn Oax-
Tepuii — BO30yaMTeENel KumeuHblx wH(eknmin (Shigella,
Salmonella, Yersinia, Campylobacter jejuni u np.), 3HTEpO-
BUPYCOB (pOTaBUPYC, aCTPOBUPYC), YCIOBHO-IATOI€HHbBIX
rpuboB (Candida albicans, Saccharomyces cerevisiae) n
xnamuauii (Chlamydia trachomatis), ogHako H0KazaTh UX
poub B pazsutun bK u K He ynanocs.

HaunOonpliee BHMMaHME B KadyecTBe Iperonarae-
MbIX aTHOosNornueckux ¢axropos BK u SK mnpusnexiau
Mycobacterium paratuberculosis u Bupyc xopu [10—12].

MukobakTepusi BBI3BIBAET PAa3BUTHE TPAHYJIEMATO3HOTO
3a00JeBaHMs Yy )KBaYHBIX KUBOTHBIX (Oose3Hb J[»KoHca —
morbus Johnes), KoTopasi THCTOJIOTMYECKH HMEET CXOJICTBO
¢ bK. Vkazanuele MuUKOOaKTEpHH, OHAKO, HE YIAIOCH 00-
HapyxwuTth HU nipu bK, a1 nipu K. Kpome Toro, cnenngu-
yeckue T-KJIeTouHble MMMYHHBIE PEAaKIINU, HAITPABICHHBIE
MPOTHUB PA3IMYHBIX INTAMMOB MHKOOAKTEpPH, OKa3aJUCh
oarHaKoBBIMU NIpu BK 1 B KOHTpOJIBHOI rpyTiTie, a TyOepKy-
Jocrarudeckas tepanus Opuia Headdexrusnoii [1, 10, 11].

Yro KacaeTcsi BO3SMOKHON ATHOJIOTMYECKON PONK BUpyca
xopu nipu BK u SIK, To 3T0 mpeamnonoxenre BOHUKIO B CBsI-
31 € TeM, YTO OH 00J1a/IaeT CIIOCOOHOCTHIO MMOBPEKIATH YHIO-
TeNUi KalWULIPOB, BBI3bIBAs PA3BUTHE BACKYIIUTA, UILIEMUH
¥ BOCHAIMTENBHOTO Tporiecca. Kpome Toro, y 6onbHbix BK
u SIK ObuIM OOHAPYKEHBI YaCTHUIIbI, HATIOMUHAIOIIUE BUPYC
kopu. BHrMaHme uccnenoBareneil MpuBIeK TAK)KE MOBBILICH-
Hbli puck pa3zsutus BK u SK nocrne snuneMudeckoit BCObII-
KU KOpPH, OJTHAKO I0CJIe BHEAPEHUS BAKLIMHALIMN [IPOTHB KO-
PH KOITMYECTBO OOJIBHBIX KOPBIO PE3KO COKPATUIIOCh, & YHCIIO
oompabIX BK 1 SK, HanpoTtus, npomomxkaino pactu [1, 12].

B naroreneze BK u K onpenenennas ponap mpuHAan-
JIKUT FeHETHYECKUM (akTopaM. YKa3bIBalOT HA POJb «Ce-
MEHHBIX HaKoruieHui», korna bK u (pexe) SIK pa3zsuBatorcs
B HECKOJIBKHX MOKOJICHUSIX Y KPOBHBIX POJCTBCHHUKOB MEp-
Boii crenenu pozctia [13]. Tak, J.-F. Colombel [14] onmcan
72 ceMbH, B KOTOPBIX OBIJIO JAWArHOCTHPOBAHO 2—3 CITy-
gast BK n Gomee. Ilpu SIK cemelinbie cimydan 3a0oneBaHus
BCTPEYAIOTCSI 3HAYUTEIHHO PEXKe.

'YKa3bpIBaIOT, 9TO OTHOCHTENBFHBIA pUCK pa3BuUTHA BK y
KPOBHEIX POJICTBEHHUKOB cocTaBisieT 10%, a mpu monoxu-
TEeTFHOM ceMeHOM aHnamHe3e — 30% [13].

[pu vammuuu K y oboux pomureneit k 20 rogam 3a-
OoneBanue pazpuBaercs y 52% nereii. B 44% nabnroneHwuii
OTMEYeHa KOHKOPJAHTHOCTh MOHO3HTOTHBIX OJIM3HELOB TI0
BK, B 6,3% — mo AK [15, 16].
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IIpu BK wame BcTpeyaercs acconuaysi ¢ rarjioTHIIOM
HLA-DRI, a npu SIK ¢ HLA — DR2 u nokycamu Xxpomo-
coM 2 u 6 (MMmyHoreHeTHuyeckuii (akrop pucka). Kpome
toro, pu BK B 50% ciyuaeB HaOmromaeTcs MyTanus reHa
NOD2 B xpomocome 16 (He3aBUCHUMBIN (akTop pHCKA).
B nienoMm BbIsiBIIEHO 7 JIOKYCOB B XPOMOCOMaX, OTBETCTBEH-
HbIX 3a npenpacnoioxeHHocts kK BK u SAK [15]. B nocnen-
Hee BpeMs ObUIM M3y4YeHbl T'eHbI, accoluupoBannbie ¢ BK,
B yactHoctu reH HETD2/CARDIS, pacronoxeHHbIH Ha
xpomocome 16 (nokyc 1) u ren OKTN — Ha xpomocome
5 (;mokyc 5). MccnenoBanue MyTanuii STUX T€HOB MOKa3a-
70, 4TO Ae(EeKTHOEe PaCIONOKEHHE MypaMUI-AMICHTHAA
(obmrero kKOMIOHEHTa OaKTEPUALHOW CTEHKH) MTPUBOJIUT K
akTuBanuu saepHoro ¢axropa NF-kB u accouuupyercs co
CTPYKTYPHBIMH MTOPAKEHUSIMU TOHKOH kumku [13, 58].

bonemoe 3Hauenne B maroreHese K u bK nmeror nm-
MYHHBIE MEXaHU3Mbl, KOTOpble HECYT OTBETCTBEHHOCTbH 3a
COCTOSIHME 3IUTENINAJIBHOIO MOKpOBa (Oapbepa) KUILIEYHON
cTeHKU. KuIleuHslil saruTenuii SBisieTcs] KOMIIOHEHTOM MY-
KO3HOW KHILIIEYHON CHCTEMBI, aCCOLIMMPOBAHHON C €r0 CIH-
3uctoii obonouxoit (MALT). Ee ocHoBHast ¢pyHKIMST — coO-
XpaHEHHE MMMYHHOW apeakTHBHOCTH (TOJIEPAHTHOCTH) IO
OTHOINICHUIO K Pa3IMYHBIM aHTUTEHAM 1 MATOT€HAM, a TAaKXKe
BBIPa0OTKa IIUTOKHHOB C CYIPECCHBHOW aKTUBHOCTBIO [2].
[Ipn HacnmencTBEHHO JAETEPMUHUPOBAHHOM (IIEPBUYHOM)
TIOBBIIIEHUH TMTPOHULAEMOCTH KHIIEYHOTO SIHTENAIBFHOTO
Oapbepa, IPOTEKAIOIIEM C IOBPEXKICHIEM IUTOCKEIIETa JITH-
TEJIMOLUTOB, U3 KUILIEYHUKA B KPOBb ITPOHHUKAIOT SHTEPOTOK-
CHHBI M HEIOpACIICTIICHHbIE OSJIKOBbIe CyOCTaHIIMH, COXpa-
HUBILHE aHTUTCHHBIE CBOMCTBA, KOTOPBIE CEHCUOMITU3UPYIOT
MaKpOOPTaHU3M, CTUMYJIAPYS IPOIYKIIHIO aHTHTEI.

VY 6onpabix K u BK BbLBIEHBI ayToaHTHTENA K AIIU-
TEJIMOLUTAM KHUIeyHHKa. lIpucyTcTBHE mnepuHyKieap-
HBIX aHTHHEHUTPOMUIBHBIX LUTOMIA3MAaTHYECKUX AHTHTEIN
(pANCA) nipu OTCYTCTBHH aHTU-Sacchoromyces cerevisiae-
anturen (ASCA) xapakrepno st SIK, a orcyrerBue pANCA
npu Hanmuuuu ASCA — misa BK [13]. pANCA — 310 cnetu-
(uueckue TKaHeBble ayTOAHTUTENAa K aHTUI'€HAM IPaHyIo-
LIUTOB, KOTOpPbIE MOTYT BBICTYIaTh B Kau€CTBE TPUITEPOB
LUTOTOKCUYECKON aKTMBHOCTU C INEPUHYKJIEAPHBIM THUIIOM
pacnpenenenus [1, 2, 17—22]. Y pANCA-TI07T0KUATEIBHBIX
6osbHBIX SIK "acTo ompenensroTcs ajmieslb MOJEKYJbl aj-
re3un (ICAM-1) u Hanmune UMMYHHOTO BacKyauta. OmaHo-
BPEMEHHO M3MEHSIOTCS (QDYHKIIUM HEHTPODUIIOB, MPOSIBIIS-
FOIIUX CBOIO NMPOBOCHAINTENBHYIO aKTUBHOCTH [2, 57].

HuTOoKMHBI — 3TO OENKOBBIE MPOIYKTHI, 00pasyroIne-
Csl TIOUTH BCEMHM KJIETKaMH OpraHu3Ma desoBeka. OHM BbI-
MOJIHSIOT BaXKHBIC PETYJISATOPHBIC (YHKIHMU. Bbinensscs B
SKCTPALEIUTIONIIPHOE TPOCTPAHCTBO, LUTOKUHBI CBSA3BIBA-
FOTCSI C KJIETOYHBIMH PELENTOPaMH U «3aIlyCKaloT» KacKa
peakiuii. BbI3piBasi CTUMYJISIIMIO WM YTHETEHUE pa3iind-
HBIX MpoleccoB (mponudepanuy, MHUTPAIHU, CEKPELUH,
9KCIIPECCUU TIOBEPXHOCTHBIX AHTUTCHOB W PELENTOPOB),
LUTOKUHBI PETYIUPYIOT TUPPEPEHIUPOBKY H CO3pPEBaHHUE
Pa3IMYHBIX MMMYHOKOMIIETEHTHBIX KJIETOK, KOHTPOJIUPYIOT
MPOIYKIHUIO AHTUTEN ¥ IIUTOTOKCHYECKYI0 aKTHBHOCTD, 00-
YCIIOBJIMBAs 0COOEHHOCTH HMMYHHOTO OTBETA.

Wurepneiikunbl (M) BBIMOMHSIIOT QYHKIUIO OSITKOBBIX
MEINaTopOB, SBISACH IMOACEMEHCTBOM LMTOKWHOB. Pas-
AUYaroT 6 Ipynn UUTOKHMHOB, B TOM YHCJIE MHTEP(HEPOHBI
(M®H) — nMMYHOMOIYIHPYIOIIUE areHThI, XEMOKHHBI —
PErynaTopbl BOCHAJIMTENIBHBIX peakiuii, (Gakrop Hekposa
omyxoneit oo (TNFo) — nHAYKTOpBI BOCTIANICHHUSI, PETYIISITO-
PBI IPOLIECCOB aronTo3a u ap.

CyLecTByIOT NPOBOCHAINUTENbHbIE HUTOKUHBL: WJI-1,
WJI-2, -6, NJI-8, ®HOa 1 U®Hy u ap.; nporuBoBoC-
nanurenbabie utokuuel: WJI-4, WJI-10, WJI-11 u np.
[23—25].

ITpu K u BK mpeBanupyroT IpoBOCIaIuTEIbHbBIE TUTO-
kuHbl. OHK yBENTMYMBAIOT BRIPabOTKY okcuaa azora (NO),
KOTOPBIA 00pa3yercsi JHTEPOIUTAMHA U UMMYHHBIMHU KJIET-

kamu. M3menenune ypoBHs NO IpHUBOIUT K MOBPEKICHUIO
LIUTOCKEJIETa SHTEPOLIUTOB U MOBBIIICHUIO TPOHUIIAEMOCTH
KumeyHol creHku. OmpeneneHHoe 3HaYeHHe B IaToTreHe-
3¢ SIK n BK npuHaanexuT naroreH-acCOMUPOBAHHBIM
MOJIEKYJSIpHBIM MozemsiM (pathogen-associated molecular
patterns) W Tak Ha3bIBa€MbIM J00ABOYHBIM MOJIEKYJaM
(assessory molecula) [8].

[pu SK xonuentpanus WJI-1B (mpoMOTOpHBIH pernoH
WJI-1) noBeimena B 15—25 pas, a npu bK — B 6 paz. Ox-
HOBpPEMEHHO yBennuuBaeTcs copepxkanue WJI-8, ocymect-
BJISIOLIET0 XEMOTAKCUC, YTO MPUBOAUT K MUIPALUH HEil-
TpoduIoB, TMM(POLUTOB 1 MOHOLIMTOB B OYar BOCMAJICHUS.
YV 3THX OOJBHBIX CYIIECTBEHHO MOBBILIAETCS U KOHIIEHTpa-
st @HOo — ogHOro U3 caMbIX aKTHUBHBIX CTHMYJISTOPOB
BOCIMAJMUTENILHOIO IIPOLlecCa B KUIIEUHUKE.

B T0 x*e Bpems yposens NJI-10 (mpoTrBOBOCHATUTENb-
noro nutokuna) npu SIK u BK canmxaercs na 37—41% [24].
Huroxkunsr NJI-4 u NJI-10 BRI3BIBAIOT T'yMOpaIbHO-0MIOCPE-
JIOBaHHBI IMMYHHBIN OTBET, CTUMYJIUPYS 00pa30BaHNUE UM-
MyHoro0ynuHoB G, A u E u aktuBanuto s03uHo(puiIos [2].

[ToMMMO IMTOKWHOB, CYIIECTBYIOT U JIPYTHE MEIUATO-
pol: neiikorpuensl (JIT), mpocrarmanauHbl, GpakTop akTH-
BalMK TPOMOOLHUTOB, (pakTop KomiiemenTa C4. Tak, JITB,
SIBIISICTCSI METUATOPOM BOCTIAJICHUSI, CTUMYIUPYS 00pa3o-
Banne ®HOo u UPHy ¢ xemoTakcn4yeckoil akTHBHOCTHIO
[24, 25].

Ompenenennsnii Bkiaaa B narorene3 K u BK BHOCHT
HaKOIICHHE CBOOOIHBIX PaJUKAJIOB KUCIOPOAA, OKa3bIBa-
IOLIUX MPSIMOE TOKCHYECKOE JICHCTBHE, U YBEJIUYEHHUE CO-
JepKaHUsl HEKOTOPBIX HEHpOomenTuaoB (Ba30aKTUBHOIO
WHTECTHHAJIBHOTO TenTtuaa, cyocranuuu P, comatocTaru-
Ha), KOTOPbIE CTUMYJIMPYIOT CHHTE3 mpocraranauia B, u
TpoMOOKCcana B,, ycuMBaromux mpoueccsl npoiudepanuu
1 BbIcBOOOKnatomux JITB, u rucramun [2, 19, 21, 27, 28].
[TokazaTeneM HakOIJIEHUS HPOAYKTOB CBOOOTHOPAIUKAIIb-
HOTO OKHCJICHHUS JIMIIUIOB MOXKET CIIy’KHTb YPOBEHb (ep-
MeHTa NO-cuHTa3H [2].

Henb3s MONHOCTBIO HCKIIOUHTH M IATOTE€HETHUYECKOH
pomu nipu SIK u BK ycrnoBHo-naroreHHONH MUKpO]IOpHI,
KOTOpasi MEPMAHEHTHO (HENpephIBHO) CTUMYJIHPYET HM-
MYHHYIO cucTeMy kumeunuka [20, 26, 29—31]. Ilonararor,
4yTo (hopMuUpoBaHHE OaKTEpHATIBHBIX NMAaTOCHMOMO30B CIIO-
coOCTBYeT pa3BUTUI0 UIMMYHHOro Bocnajnenus [20, 25, 26].

Kiaunnveckas kapruna. Teuenne SK u bK ommaaercs
JUTATEITLHOCTBIO U TOPITUIHOCTBIO C TIEPUOANIECKIMU TSKE-
TBIMH 000CTpEeHHAMH (aTakamu). XPOHHYECKOES PEIHIHBHU-
pytomee Teuenne K u BK ormeueno B 70—80% cirydaes
[18]. BonmpHBIX OeCTIOKOWT YacTasi, HE CTPOTO JIOKAJTM30BaH-
Hasi abjomMuHaNbHast 00Jb, ocodeHHo npu BK (y 85—90%);
nipu K 6011 0OBIYHO MOSBIISETCS BO BpeMs akTa e eKalin
U COTIPOBOXKJIaeTcsl TeHe3Mamu. [Ipu 3ToMm warie Bcero 0o0ib
npu K neBoctoponnsis, a npu BK — mnpaBocTopoHHss u
JIOKaITM3yeTCsl BHU3Y KHUBOTA. BTopoil mo wactore »anodoit
(y 65—90% OonbHbBIX) siBsieTcs auapest (1o 10 pa3 B cyTku
u OoJee) ¢ IPUMECHIO KPOBH, CIIM3HM U (peXKe) THOS B Kaje
(ipu SIK) BIutoTh 10 pody3HBIX KPOBOTEUEHUH C pa3BUTHEM
MOCTreMOPParuiecKou xee301eGUIMTHON aHEMHH.

[Ipu mopaxennn ToHkKoM kumiku npu bK mocremenHo
pas3BUBaOTCS TPOOIOrnYecKas HEAOCTATOYHOCTh, MHIe-
Basi MHTOJIEPAHTHOCTb, CHHKEHUE aKTUBHOCTH MEMOPaHHBIX
U LIUTO30JIbHBIX ()EPMEHTOB, B PE3YJIBTATE YEro MOSBIIIOTCS
KJIMHUYECKHE CHHIPOMbI MaJIbAUT€CTUH U MaJIbabCopOLnH,
Jycaxapyuja3Has, a 3aTeM U eNTHAa3Has Hel0CTaTOYHOCTh,
Iporpeccupyloluiee noxyaeHue.

ITpu sTOM yare Bcero HaOI0nA0TCs 00IINE CUMITOMBI
MHTOKCUKAlMK (JIMXopajka, olmas ciaabocTh, HeloMora-
HUE, PE3KOE CHIDKEHHE pab0TOCIIOCOOHOCTH), a TAKXKE JIUC-
TIETICHYECKHE SIBICHUS (TOITHOTA, PBOTA).

ITpu ocmotpe y 6ombHbIX BK ToncTol kumku (rpanysne-
MAaTO3HBI KOJIIUT) MOXKHO OOHAPYKHTh IEpHaHAIILHBIC TIOpa-
JKeHUs (TTapalpoOKTHT), TPELHHBI, TepUaHAIbHbIC a0CIIeCCHI,
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ceumn); npu SIK onm BcTpeuarorcs penxo. Y gactu (10%)
OOJIBHBIX HAOIONAIOTCS YTOIIICHHUS KOHIIEBBIX (DaJIaHT TTajlb-
LIeB pyK B Bue OapabaHHBIX nanodek. [Ipu nanbnammm Tos-
CTOM KHILKH ONpPEAeIIeTCS HEMHTCHCHBHAS OOJIE3HEHHOCTD
cieBa (mpu AK) wmu cnipasa (npu BK) npu npourynsiBanmm
TEPMHUHAIIBHOTO OTPE3Ka TOHKOW KHUIIKH U CIIEMON KHUIIKH.

TsKkecTh KIMHUYECKONH CUMIITOMATHKU ONpEaesieTcs
pacupocTpaHEHHOCTHIO (MPOTSHKEHHOCTBIO) MOPaXKCHHS
KHILIEYHHUKA, €T0 BBIPAXXKCHHOCTHIO, HATMYUEM OCJIOKHE-
HUH, XapaKTepOM U KOJINYECTBOM BHEKHILIEYHBIX OpaXKe-
uuit [1, 2,7, 19, 21, 32, 33].

Hexotopble aBTOphI Pa3nnMyaroT THUIBl MOPAKEHUS KH-
meyHuka rnpu bK: tun la — nopakeH ouH CerMeHT TOHKON
KUIIKY; TUI 10 — mopaxkeHa WiieoneKaibHasi 00J1acTh; THII
IB — mopakeH CerMeHT TOJICTOM KMIIKH; THI 2a — B Haro-
JIOTMYECKUI MPOLIECC BOBIEUEHBI CETMEHTBI X TOHKOM, U TOJI-
CTOM KMIIKK; TUI 20, KOIZla UMEIOTCS COYETaHHbIE IOpake-
HUS KMIIKH 1 JKEITy/IKa, MUIIEBO/Ia W/UIA TIoJIoCTH pTa [34].

SK xnmaccuuuupyroT 10 JIOKaJIW3aLUM: AUCTaTIbHBII
KOJIUT (IIPOKTUT miu npokrocurmouutr) — 40—50%, neBo-
CTOPOHHHUH KOJIUT C TIOPAXKSHUEM 000I0YHOM KUIIIKH JI0 Tpa-
Boro m3rnba — 30—40%, ToranbHbi Komut — 10—20%);
0 XapaKTepy TEUCHHs: «MOJHUCHOCHAs ((DyTbMUHAHTHAS)
dopma, octpas Gopma (TepBasi aTaka), XpOHUIECKAsT PEIH-
nmuBHpyronias Gopma, HenpepbiBHas dopma (Oonee 6 mec);
0 TSDKECTH KITMHUYeCKoro Teuenus (kpurepuu S. Truelove u
L. Witts [35]): yuuThIBatOT 4acToTy cTyna (MeHee 6 pas, 60-
nee 6 pa3s, 10 pa3 B CyTKH), HATIMYHE U BHIPAKEHHOCTH KPOBO-
TeyeHus (cnadoe, mpodys3Hoe, HEMPEePBIBHOE), HATUYHUE JIU-
xopaaku (Het, 6onee 37,5°C, Gonee 38,8°C), naboparopHbie
MoKas3areli: cofepikanue remoroouna (6onee 100; menee
100; menee 80 r/m), COD (menee 20, 20—30, 6onee 50 mm/4),
ypoBeHb anbOymuna (Hopma, oosiee 30, menee 30 /i), Taxu-
kapauio (Het, meHee 90, 6onee 90 B munyty) [1, 21].

Knaccudukanus BK, mpemnoxennas H. Bockus [5],
npeaycMarpuBaer 7 Gopm 3a0o0ieBaHHS: TEPMHUHAIbHBIA
uneut (25—30%); pacnpocTpaHEHHbIH WICUT; CIOHOMIICHT;
suTepokonuT (40—50%); rpanynemaTto3Hblii koaut (15—
25%); ananpuble nopakeHus (30—40%); pacupocTpaHeH-
HOE NIOpa)KeHHEe NUIEBAPUTEILHOTO TPAKTA C BOBJICUEHUEM
xenmyka u nameBoaa (3—5%) [40, 41].

Jlnst onpeneneHus akTHBHOCTH BK MCTONb3yOT HHIEKC
aktuBHOCTH W. Best [36] B 6amutax. [Tpu aToM yunThIBaIOT:

1) uncno nedekanuii (B reuenne 7 nuei): X x 2 (k0dd-
¢durmeHT) 6aoBs;

2) UHTEHCUBHOCTH aOJJOMHHAIILHOTO OOJIEBOTO CHHIPO-
Ma (3a 7 aueit): Het 6omum (0 6amioB), jerkas 0oib (1 0asn),
yMmepeHHast 00i1b (2 6asia), BeipaxenHas 0016 (3 6amna) X 5
(ko3 durrent) 6anos;

3) oOiiee camouyBCTBHE (3a TIOCIEAHUE 7 JHEH): XOpo-
mree (0 GamtoB), ynoenerBoputenbHoe (1 6amr), mioxoe (2
Oaia), oueHp mioxoe (3 6amna) X 5 (koadduiment) 6aos;

4) medunur maccel Tena (ompexpensercs mo (opmyse:
(dakTuueckas macca Tena/monkHas macca tena) X 100 (ko-
s¢urrient) 6auos;

5) HanpsbKkeHre OPIONIHOM CTEHKH MPU MalbHalluK: HET
(0 6amnoB), comHHUTENBHO (2 0auia); BeipakeHo (5 0aioB)
x 10 (koadduireHT) 6anos;

6) HEeoOX0oMUMOCTh B JieueHuu nuapeu: Het (0 O6amioB),
ecth (1 6amn) X 30 (ko3 dunmeHT) 6amos;

7) reMaTOKpHUT: pa3HHLA MEXIy HUMEIOLIMMCS IOoKa3a-
TeJaeM U HOpMOW (y MyxuuH — 47, y xeHmuH — 42) X 6
(koaddurmenT) 6anos;

8) nHammume apyrux cumnromoB BK: orcyrcrBytor (0
6amoB), ectb (1 6amn) x 1 (koaddunmenT) 6auioB (MMErOT-
s B BUJY apTPaJiTiu, apTPUT, HPHIOIUKIINT, YBEUT, Y3JI0Ba-
Tas 3pUTEMa, MHOIePMHUsl, aTO3HBII CTOMATHT, aHATbHBIH
CBHIII, ITAPAPEKTaJIbHBIA a0CIecc, CBUIM H a0CIECChl HHOM
JIOKaNu3aIuy, tuxopaska (6onee 37,5°C B TeueHue mociuesn-
HUX 7 THEH).

CymmMmapHbIil nHIeke becta — 310 cymma 6aiioB Beex 8

myHKTOB. OnieHka: 150 GajutoB 1 MeHee — aKTUBHOCTH HET;
oonee 150 6amtoB — akruBHOE Teuenue BK. O nerkoit popme
BK roBopst npu Hanmmuanu 150—300 6aiios, o cpeHeit Tsaxe-
ctu — 300—450 Gasutos, o Tspxenoit — Oonee 450 Oawios [3].

Ociio:kHeHHs1. Pa3nuyaroT MECTHBIE U CUCTEMHBIE OC-
noxHeHus: SIK u BK. Cpenn mectHpix ocnoxuenuit SAK
ClIe/lyeT Ha3BaTh MacCHBHBIC (IPO(Y3HBIE) KUILIEYHBIE KPO-
BOTEUCHHUS;, MEepPPOPAIMIO TOJICTOW KHIIKH; TOKCUYECKUI
METakoJIOH (OCTpOe TOKCHYECKOe pACIIMpPEHHE TOJCTOH
KHIIKHK); Manmurau3amutio [1, 2, 7, 19, 21].

MaccuBHblE KHUIIEYHbIE KpPOBOTEUEHHS BCTPEUAIOTCS
npu K cpaBHUTENBHO peako. B 3HaunTensHOM yacTu ciy-
4yaeB CBOEBPEMEHHAs U aJleKBaTHas (apMakoTeparus Io-
3BOJISIET N30€XkKaTh XUPYPrUueCKOro BMEIIaTeIbCTBA.

[epdoparys TOACTON KMIUKM Yallle BCEro MPOMCXOAUT
npu MosHueHocHo# (opme K B nepuon ouepenHoro o6o-
CTpeHusl (aTaku) NaToJIOrMYECKOro Mpoliecca, 4acTo Ha (GpoHe
TOKCHYECKOTO METraKoJIOHa, M 00YCIIOBIMBACTCS SI3BEHHO-HE-
KPOTHUYECKUM IPOIIECCOM B CTEHKE KHIIKH, MPOTEKArOIIEM
C ee pacmmpeHueM u uctoHueHueM. OrperneneHHas poib B
pasBuTHU TiepdopanuK MPUHAIICKHUT MMATOTCHHOW KHIIey-
HOU MHKpOQIIope, 0COOCHHO 3HTEPOIATOTCHHOH KUIIICUHOH
nanouke (Escherichia coli). Tlepdoparys TOACTONW KHIIKA
SIBJISICTCSL OJTHOW M3 TaBHBIX MIPUYUH JICTATEHOTO HCXOJA TIPH
SK. BMmecte ¢ TeM ipy XpOHUYIECKOM PEIUIUBUAPYIOIICM Te-
yenun SK niepdopaiust TOICTON KUIIKK — PEIKOE SBICHNUE,
yarie pa3BUBaeTcs abCIecc B KUILIEYHON CTCHKE.

Tokcuueckuii MErakoJiOH SIBJISACTCS TOCICACTBUEM s3-
BEHHO-HEKPOTHUYECKOTO IPOIecca B TOJCTOM KHUIIKE U JH-
TepoTokceMuH. [Ipu 3TOM HabIIODAETCS CErMEHTAPHOE HITH
pacmpocTpaHeHHOE paclIpeHue (AuaTanusi) TOJICTOH
KHIIKH, pa3BHBAIOLIeeCs OOBIYHO B TEPHON OYEPETHOTO
obocTpeHus («arakuy»), KOTOpoe TpeOyeT HEOTIOKHOW WH-
TEHCUBHON JETOKCHKALMOHHOM Tepamuu, a Ipu ee Hedh-
(hEeKTHUBHOCTU — XUPYPrHYECKOTO JICUCHHUS.

UYro kacaercs BOo3MOKHOM ManurHuzanmu npu SK, To
PHCK pa3BUTHS paKa TOJICTOM KHILIKH PealbHO yBEJIMUYHUBACT-
Cs1 P JUTUTEIbHOCTH 3a0oneBanus 0osee 10 jet, ocobeHHO
y Tex OoJbHBIX, Y KoTopbIxX SIK pa3Buiics eme B MOIOAOM
Bo3pacre (10—18 ner).

ITpu BK MecTHBIE 0CIIOKHEHHSI pa3BUBAIOTCS Yallle BCe-
TO B TEX CIIy4asixX, KOTa TedeHHe O0IE3HU COTIPOBOXKIACTCS
BHCKHIIICYHBIMU (CHCTEMHBIMH) TposiBIeHUsME. [Ipexe
BCETo HEOOXOIMMO HAa3BaTh MOSBICHUE BOCIAINTEIHHBIX
HHOUIBTPATOB U a0CIIECCOB B OPIONIHOI ITOJIOCTH, JIOKAJIH-
3YIOMIMXCS Yalle BCETO B MPaBOW TOJAB3IOITHONW OOJIACTH.
Aolcriecchl 0O0BIYHO COYETAIOTCSl C BHYTPHUKHIICYHBIMU H
Hapy>XHBIMU CBHUIIAMH (NIepUAHAIBHBIMU, MEKMBIIICYHbI-
MH, PEKTOBarnHAJIBHBIMU) U MEKKHUIICUYHBIMU CIIAHKaMH,
a TaKXkKe CTPUKTYPaMHU MOPaKEHHBIX YYaCTKOB KUIIKH, KO-
TOpBIC JIOKAIHM30BaHbl, KaK MPaBUIIO, TUCTAIbHEE HHDUITb-
Tpara. B Tex ciydasx, xorma a0ciecc pacmpocTpaHsIeTcs
Ha OPIONIHYIO CTEHKY, MOABISETCS CUMITOM (DIIOKTYAIHH.
PasButne abcuecca conpoBOXKIASTCS BBICOKOW JIMXOpa-
KOM, IEMKOIIuTO30M, moBkImenuem COD.

Eme omanM MecTHBIM ocioxkHenueM BbK saBiasercs ua-
CTUYHAs KHILIEYHAs HENPOXOAMMOCTb, KOTOpas yalle BCero
pa3BUBAETCS MPH MOPAKEHUH TOHKOW KUILIKU U €€ CTeHO3H-
POBaHMH 3a CYET BOCHAIUTEIBHOTO MpoLecca (0TeK, Cra3M)
C TOCJIEAYIOIUMH PYOLIOBBIMU M3MEHEHHSMH, HapylIaro-
IIMMH [1aCCAXK KUIIEYHOTO CONEPKHUMOTO.

MaccuBHble KHUIIEYHbIE KpPOBOTEUEHHS BCTPEUAIOTCS
npu BK kpaitne peaxo (B 1—2% cnyuaes), yaie Bcero npu
IpaHyJeMaTO3HOM KOJIMTE.

Ouenb penxumu ocnoxHeHussMu BK sBmnstorcs nepdo-
pamysi KUIIKK B CBOOOAHYIO OPIOIIHYIO TOJIOCTh M TOKCH-
YECKUH METaKoJIOH, Pa3BUTHE KOTOPOTO MOXKET IIPOBOLIUPO-
BaThCsl MIPHEMOM aHTHUJIUAPEHHBIX CPEICTB, a TAKKE HPPH-
TO- ¥ KOJIOHOCKOIIHEH.

Jluxopanka nipu BK HaGmronaercst mpumepHo y 1/3 60i1b-
HBIX 1 00yCIIOBIICHA Pa3BUTHEM FTHOWHBIX IPOIIEcCcoB (adcriecc,
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CBHIII, BOCIAIUTEbHBIN uHpuisrpar) [1, 2, 5, 7, 19, 21].

V 6ompubIX K 1 (ouens peaxo) mpu BK Toscroit kumku
PHCK pa3BUTHsI KoopekTaiabHoro paka (KPP) Bo mHOrOM 3a-
BHCHT OT MPOTSHKEHHOCTH MTOPAYKEHHSI TOJICTON KUIIKH, JJTH-
TEJIILHOCTH 3a00JIeBaHUs, a TAKXKe OT COYETaHHOTO TEUCHHS
SK ¢ nepBuuHbIM ckieposupyomumM xonanrurom (I1CX),
yto Betpeuaercst npu K B 2—5% ciyuaes. Onpenenennoe
3HaueHue uMeeT Hanuune B anamHe3e KPP y kpoBHBIX poa-
CTBEHHMKOB NIEPBO CTEIIEHU POJCTBA U AePUIUT (oJIMeBOi
kucinotsl ((onaros). IIpu neBocroponnem K puck pa3su-
tua KPP yBenuuuBaercs B 4 pasa, npu auctaibHoMm K — B
1,5 paza; npu coueranuu AK u [ICX u pnutensHOCTH 3a-
6oneBanus 6onee 10 ner KPP passuBaerca y 9% O0NbHBIX,
6oiee 20 et — y 30%, Ooxnee 25 ner —y 50% [1, 19, 52].

B nieniom oTHOCHUTENBHBIN KyMYISTUBHBIN puck (relative
risk — RR) pazsutust KPP ipu SIK nocruraer 3,1—5,7 [19].
Puck manuramzanun SK npu umTenbHOCTH 3a001€BaHUS
20 net cocrasinser 7,2%, 30 ner — 16,5%, 35 net — 25%,
ocobeHHo B Bozpacte crapiie 35—45 ner. [Ipu ToTansHOM
SK puck pazsutust KPP Bo3pacraer B 19 pa3 [53].

Hedunur onaros npu K Bo3HUKAET MPH MICOKOINTE
W JUTMTEIBHOM JICUCHNHU Cynb(acana3znHoM, KOTOPBIH TOp-
MO3HT BCAachIBaHUE (DOJMEBOW KUCIIOTHI.

Mopdonoruueckum ¢axtopom pricka pasButus KPP
npu K ciryxaT Tucriazus CIM3UCcTOR 000JI0UKH TOICTOM
KHIIKA ¥ 00pa3oBaHHE B HEHl BOCIHAIHMTENBHBIX TCEBJIO-
nonunoB. [Ipy HU3KOM CTENEHU NHUCINIA3UU OHA ACCOLUHU-
pOBaHa ¢ WHBa3WBHOW KapIIMHOMOH (carcinoma invasiva)
ToJIcTOW KUIIKM B 19% ciydyaeB; Npu BBICOKOW CTEIEHHU
nucrutazuu — B 43% [59].

Cpenu MoseKymsipHbIX MexaHn3MoB pa3Butus KPP npu
SIK cnenyer Ha3BaTh HaJM4KMe MPOTOOHKOI'€HOB, MyTalUi
T€HOB — CYIPECCOPOB OITyXOJIEBOTO POCTa M T€HOB — pe-
rynsaropoB arnontosa: k-ras (mporoonkoren), APC (rem —
CYIPECCcOp OMyXOJEBOTo pocTa) U pS3 (reH — pPeryssTop
arnonro3a). IMMyHOrMCTOXMMHYECKHE MHAEKCHI Mpoude-
pam u Ki-67 u PCNA B KiIleTkaXx OTPaKalOT CTENEeHb MX
JUCIUIa3HN.

W3 naboparopubix MeronoB quarHoctuku KPP y Gomb-
HeIx SK crnenyer Ha3BaTh onperneneHne (GpekanbHOro Kallb-
IIPOTEKTHHA (KaJbLIMHCBI3BIBAIOILETO IPOTEUHA, OOHapy-
JKCHHOTO B HEHTpo(dmiax, aKTHBUPOBAHHBIX Makpogarax
¥ MOHOIIUTAX); YYBCTBUTEIBHOCTh MeTofa — 60%, crier-
npraaocts — 30% [60].

O cucremnbix ocnoxkHeHusix SIK u BK rosopsaT B Tex
CITydasx, KOrJa BO3HUKAIOT MHOTOOOpA3HbIC BHEKHUIIICUHBIC
nposiBiieHus 6onesnn [37—39, 46].

Haubosnee THIMYHBIMA KOXKHBIMU N3MEeHEHUSIMU Tipr SIK
u BK sBnsitorcst y3nosatast spurema (erythema nodosum)
n (npu oOOCTpeHMH mpolecca) pa3BUTHE MAHHHUKYINTA
(panniculitis) — (¢uOPO3HOrO BOCHAJIICHUS TOIKOKHOM
KIICTYaTKH.

B wactu cimydyaeB Ha KOK€ HUIKHHX KOHEYHOCTEHW U
Ha JIPYTUX y4acTKax Telsa MOsBISETCS TaHIPEHO3Has ITH-
onepmusi (pyodermia gangrenosa), koropas Tpanchop-
MHUPYETCS B THOMHYIO HEKPOTHYECKYIO A3BY C KPaCHBIM
0001KOM.

Onucan takxke cuHapom Csuta (Sweet-syndrome) —
HeHTpoMIBHBIN epMaTo3 ¢ oOpa3oBaHHEM OOJIE3HEHHBIX
IPUTEMATO3HBIX Y3JIOB.

VY3enkoBelii naHapTepuuT (panarteriitis nodosa) nopa-

Caezenusi 00 aBTopax:

JKaeT KOKY HIKHHX KOHEYHOCTEH B BHUJIE MHOTOUYHCIICH-
HBIX MTOJIKOKHBIX Y3€JIKOB TUAMETPOM JI0 2 CM U ITPOTEKAET
¢ obnuTepanueil MOJKOKHBIX COCYIOB U CKIIOHHOCTBIO K
U3BSI3BICHUSM.

Bymnesnsrit smmaepmonus (epidermolysis bullosa) xa-
paxTepusyercsi 00pa3oBaHUEM ITy3bIpell B 001aCTH JIOKTEH,
KOJICH, KUCTEH PyK C CyORUTENHaTbHBIM OTI0KEHHEM UM-
MyHornoOynuHa G.

Koxnbiit  HekpoTuzupyrommii  Backynut (vasculitis
necrotica) MPOTEKAET C MOSBICHUEM IyPIIypPhl, Y3EJIKOB,
OJsiIIeK M 5I3B Ha KO)Ke KOHEYHOCTEel (0COOEHHO Ha Majib-
11aX), CKIIOHHBIX K HEKPO3Yy.

Besukynonycrynesnas sk3anrema (exanthema vesiculo-
pustularis) oTIMuaeTcs HAJIMYKUEM ITyCTYJIE€3HbIX HOPAXKEHUH
1 BOCHAJIUTENbHBIX HHPUIBTPATOB Ha KOXKHBIX IOKPOBaX U
BOKPYT COCYIOB (B TIEpUBACKYJISIPHON 00JacTH).

Kpowme Toro, y 6ompabix SIK 1 BK Ha koxke nmiia u B moso-
CTH pTa (Ha CIM3HCTON 000JIOUKE IIEK U Ha JAeCHAX) BBISBIIS-
0T DPUTEMATO3HBIC OJISIIIKH, a)ThI U SI3BOYKH; TUITCPIUIACTH-
YEeCKHEe W3MEHEHUSI CITM3HCTOH 00O0JIOUKH B BUE OYJIBDKHOM
MOCTOBO¥, & TUCTOJIOTHYECKH — HAJIMYHE TPAHYIICM.

ITpu 5K uaie onpenesnstorcs y3jioBaras 3pUTeMa, Be-
3UKYJIONYCTYJIe3Hasl dK3aHTeMa, a npu bK — rpanynema-
TO3HAasl MHOJEPMHUS, y3CIKOBBIH MaHAPTEPUHT, OYyIIIC3HBIH
STMHCPMOITN3, U3MEHEHUS B MOJOCTH pTa. OCTAIBHBIC KOXK-
HbIE U3MEHEHHUs BCTPEYAIOTCS ¢ OAUHAKOBOM YaCTOTOW MpHU
o0oux 3a0oneBanusix [1, 42—45].

[Ipu K u BK naGmromarorcs pa3nuyHble MOpPaKECHHS
CYCTaBOB: MepuU(pepUIecKue MOHO- W TOJHAPTPHUTHI (0
25% caydaeB), cakpowneuT (10 50%), aHKWIO3UPYIOUTHNA
CHOHAWIOAPTPUT U Ap. Yalie nopakaroTcsi KOJICHHbBIE U TO-
JICHOCTOIHBIE cycTaBbl. IlopaxeHus: 0OBIYHO UMEIOT acuM-
METPUYHBIN XapakTep; Kak MPaBUiIo, B TOPAKEHHBIX CyCTa-
BaX HAKAIUIUBAETCS BBINOT, OHHU Ae()OpMHUPYIOTCS, KOXKa HaJl
HUMHM TUIIEPEMHUPOBAHA.

ITopaxenue a3 npu AK n BK BcTpedaercs B 2—10%
ciyyaeB, 4auie npu bK: npnaonukinT, snuckiIepur, npore-
KaloIlKe C TUIepPEeMHUei CKiep U KOHbIOHKTHUBBI, OLIYIIEHH-
€M JOKEHHS U pa3paxeHusl.

B yacTu ciydaeB B aTOJIOTMYECKUi Mpoliecc BOBJIEKa-
eTcsl rernaroOMInapHas cucTeMa B BUJIE XOJIELUCTOINTHA3A,
crearorenaruta (o 50% cny4aeB), WHOTJA TEPBUYHOTO
ckiepo3upyrolero xonanruta (y 2—7,5%), vamie npu K,
WIN ayTOUMMYHHOTO renarura (y 1—5%).

OnHAMU U3 HanboJiee pacipoCTPAaHSHHBIX MOPAKECHUH
SIBIISTFOTCS] BACKYJIUTBI, JIOKAJTH3YIONIHECS B Pa3InIHBIX Op-
raHax, B TOM YHCJIE B JIETKHX, KOTOPBIC TPOTEKAIOT C Ba30-
KOHCTPHKIIMEH M aCCOLMUPYIOTCS ¢ TPOMOO3aMH U TPOM-
00oMO0IHAMHU.

[TopakeHus: KOCTHON TKaHU BKIIIOYAIOT OCTEONopo3 (y
7%) ¥ OCTEOHEKPO3, MOPAKAIOIIMIA Yalle BCEero Ta300e-
JIPEHHBIN U KOJIECHHBIN CYCTaBBbl.

W3penka pa3BuBaroTCs NaHKPEATHUT, IPOTEKAIONIUI € K-
30KPMHHON HEJIO0CTAaTOYHOCTBIO MOKEITYIOYHOM Kenes3bl,
MOPaKeHHUs MMOYeK; HAOMIONAI0TCS HEBPOIOTHYECKHE Hapy-
menus [47—51].

Csenenus o BHekuueuHbIx nposisieHusx K u BK ume-
I0T BO)XHOE 3HA4Y€HHe, MOATBEPIXKAasi, 4To 3TO oOuIme, CH-
cTeMHbIe 3a00eBanus. BMecTe ¢ TeM 10 cux mop 10 KOHIa
HE BBISICHEHBI MEXaHU3MbI, BOBJIEKAIOLIHE APYTUE OPraHbl B
natonorudeckuit npouecc npu AK u BK [45].
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