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Pe3some
Llenb nccnepoBanus. O6cyxaeHne KMHMYecKoro cydas 6onesHu KpoHa y 601bHOM0 € XpOHUYeCKoi 6onesHbio noyek
Ha NPOrpaMmMHOM remorannse.

MaTepwuanbl n MeTofbl: B x04e NCCNeAoBaHVA Obina NpoaHany3npoBaHa 1cTopra OoNne3HW nalneHTa C AnarHo3om 6o-
ne3Hb KpoHa, C TAKenoi KoMopouaHoi natonoruei.

Pesynbratbl. O6CyKaI0TCA NPOBOLMPYIOLLVE GAKTOPbI Pa3BUTA 6one3Hn KpoHa y nauueHTa C.

Kntouesble cnioBa: bonesHb KpoHa, Lmnnonatis, KoMopOuaHble 3a60eBaHME, FeMUKON3KTOMIA
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summary

KNnHUyeckne Habniopenua | clinical case

The aim. Discussion of a clinical case of Crohn’s disease in a patient with chronic kidney disease on program hemodialysis.

Materials and methods: the study analyzed the medical history of a patient diagnosed with Crohn’s disease with severe

comorbid pathology.

Results. The provoking factors for the development of Crohn'’s disease in a patient with ciliopathy (cystic disease of the
kidneys, liver, lungs), ankylosing spondylitis, secondary polyosteoarthrosis, undergoing hemodialysis are discussed.

Keywords: Crohn'’s disease, ciliopathy, comorbid diseases, hemicolectomy

BBepeHune

B xnuHMYeCKOi XMPYpruy Ype3BhIYaiiHO BaXKHO BbI-
SIBJIEHVIe KOMOPOUTHBIX 3200/1eBaHII BHYTPEHHUX Op-
TaHOB, TAK KaK OHM CIIOCOOHBI CYIIleCTBEHHO VI3BMEHUTD
BBIGOD ONEPAaTUBHOTO BMELIATEIbCTBA, OCIOXKHUTD
XOJI OTlepaliyiy U TeYeH e NOC/Ie0NepallIOHHOTO IIepy-
oza. B To e BpeMs, XMPypruieckoe BMelIaTeIbCTBO
TIpY XpOHMYIECKOI MATOMOTUN BHYTPEHHNX OPraHoB,
B CBOIO OYepeflb yXy/IIaeT IIPOrHO3 KOMOPOUTHOI
maronoruu [1, 2].

IlpencrasieH cny4ait 6ome3uu Kpona, passubiieit-
cAy Hall¥eHTa HaXOAIErocs Ha TPOrpaMMHOM I'eMo-
IManuse ocie AByCTOPOHHeN HeQPIKTOMMUMN.

Bonesub Kpona (BK) — xpoHudeckoe, peruguBupy-
Iolllee BOCHAMNTeNbHOE 3a00/IeBaHNe, TOpasKaklee

Pe3synbTatbl u x 06CyxaeHue

IManment N. — 43 neTHUI My>X4MHa, MHBAAUL 1 TpyII-
1el. [TocTynm sKCTpeHHO B fiekabpe 2019 roga B pok-
TO/IOTMYeCKOe OTheneHne Pecy6auKaHCKOI 60/IbHN-
IBI C XKa/106aMu Ha fuapero ¢ 06MIbHOI MPUMEChIO
C/IM3U U aloil KpoBu fo 15 pas B cyTku. becrmoxonnn
BbIpa>kK€HHbIE TEHE3Mbl, IEPUOAMIECKIE PASTIUTHIE
Hololle 6011 B IPaBOM HIDKHEM KBaipaHTe )KMBOTa
6e3 cBsA3U C mpueMoM nuiu u gedexarneit. B Teve-
HMe MecAlja OTMeYaeT CHVDKEHIME MAacChl Tena Ha 10 K,
BBIPa>KEHHYIO OOLIYIO CTTAGOCTh U TOMOBOKPYIXKEHIE.

Anamnesis morbi. B neTcTBe BXOAWI B IPyIILy J/I1-
Te/IbHO U YacTo 6oneromux fgeteit (mepedonen 6071b-
IIMHCTBOM JIeTCKMX MH(EKIMOHHBIX O0Ie3Hel, 2—4
pasa B rog— OPBI, ocTpblit 6OpOHXUT), TAK)KE OTMEYaeT
4JacThle HOCOBble KpOoBOTe4YeHM . B 9 1 12 et neumica
CTallMOHAPHO C AMAarHO30M NMHeBMOHMA. Ilocre Kypcos
aHTMabaKTepyaabHON Tepaluy BCerja JIUTENTbHO
6ecriokonsa fuapes. B Bospacre 13 u 15 et neunncs
¢ 060CTpeHNeM XPOHUYECKOTO MueIoHeppuTa, IpU
aToM Y3U-uccnenoBaHne He MPOBOAMIOCEH. TONBKO
B 18 neT mpu rocnuTanu3anuy JUMarHoCTUPOBAH I10-
JIMKUCTO3 moyeK. B 1997 ropy skcTpeHHO NOCTyNuI
B yPONOTMYECKOE OT/ENIEHNE C TOYEUHOI KONMMKOIA.
B cBs3M c KOHKpeMeHTaMy YallleT0XaHOYHOM CHCTEMBI
B 00eMX OYKaX BBIIIOJTHEHA TMETOJIUTOTOMMUA CIIpaBa.

B 2010 roxy npoBefieHa JBYCTOPOHHAS HePPIKTO-
MUA B CBA3Y C THOMHO-HEKPOTUIECKUMU OCIOXKHE-
HUAMU Ha oHe BBIPa’KEHHOTO MOMMUKICTO3a [TOYeK.
Omnpepenena 1 rpynna naBanugHocTu. [lanuent ne-
peBefieH Ha IporpaMMHbI remonanus. B 2015 ropy
TOCIMTANIM3MPOBAH B PEBMATO/IOTNYECKOE OTHENEeHe
Pecny6nmKkaHCKOro KapAinopucnatcepa. JJnaruos npu

BeChb JKeTyJOYHO-KUIIEYHbIN TPAKT M XapaKTepu-
3yeTCs TPAaHCMYpPalTbHBIM, CeTMEHTAaPHBIM, TPaHY-
JIeMaTO3HBIM BOCIAJIeHMEeM C pa3BUTUEM MeCTHBIX
U CUCTeMHBIX ocnoxHeHnit [1]. Cry4an 6onesHu
KpoHa onmcaHbl IOBCEMECTHO, ¥ Ka>K/blil TOJ peru-
CTpUPYETCA He MeHee 2-3 HOBBIX cy4aeB Ha 100 TbI-
cA4 4yenoBeK. JIe610T 60/1e3HM HAYMHACTCSI MEXY
15-35 rofgamu >XM3HY, TAaK)Ke OTMeYaeTCs U BTOPOI
MK TOBBIIIEHHOI 3a60/meBaeMocT — mocre 60 et [2].
KnnHM4ecKkux ciy4yaeB [BYX CEPbe3HBIX I B3aMMHO
oTsAToLANINX 3aboneBanuii: 6omesHu Kpona u xpo-
HUYECKOJI MTOYeYHOI HeJOCTATOYHOCTH y 6O/NBHOTO
C IOJTMKUCTO30M II0YeK B JOCTYIIHOI INTepaType
MbI HE HAIIIN.

BBINUCKEe: AHKVIO3VMPYIOIINI CIIOHAVIINT, PeaKTIB-
HBIN apTPUT, XPOHNYIECKOE TeUeHe, aKTUBHOCTD 3
crenenu. IlocnegHue 8 eT IOCTOSAHHO IPUHUMAET
HeCTepOoNIHble IPOTUBOBOCIIANIUTE/IbHbIE NTPenapa-
ThI (IOCIefHMe 3 Tofa — 6ecKOHTpONbHO). Ha done
Jie4eHN A MOCTOSHHO JKeTyJO4YHasA U KUIIEYHas JIUC-
Mencus, IepUOAMYIEeCK) Juapes C IPUMEChIO C/IN3H,
KpoBu ¥ rHosi. HeogHOKpaTHO caBas Kan Ha 6akIo-
ceB. PerucTpupoBanoch NporpeccuBHOe CHUXKEHME
MaKTo- u 6MpUK0GIOPEI, HEPUOSUIECKI BBISBIIS-
Cs1 TeMONIUTUYECKMIT CTaQUIOKOKK, CTPEIITOKOKKM
u sHTepobakTepun. Koppekuusa MuKpodmopsl Beer-
ma 6sIa HEMpOKO/KUTENbHOI. [ocuTanM3npoBax
B Pecny6nmmkaHCKmit KapMOAMAaTHOCTUYECKIUI LIEHTP
02.12.19 rofa B CBsI311 C 060CTpeHeM CIIOHANIOAPTPH-
Ta. [Ipofonkena ropMoHanbHas Tepanus, Ha3HayeH
nnrnéurop PHOa (mHPnMKCcKHMa6). Ha BBefjeHue Ke-
TOpO/Ia — aHaduIaKTUYecKuit mokK. BeyepoM Toro ke
THA Hayajach Auapes 1o 15 pa3 B CyTKU C IPUMECHIO
a7oi KpOBM M CNIM3Y, IEPUOAMIECKMMY Pa3TUTBIMI
60/1AMM B XKUBOTE. 3aperucTpUPOBAHO CHIDKEHE
remorno6uHa Kposu 98-69-62 r/1 u SpUTPOLUTOB
¢ 5,001012 10 3,9¢1012 c mosiBIeHNEM B KPOBU PETH-
KyZTOUMTOB. [I/11 MCKII0OYEHN A KETYLOYHOTO KPOBOT-
eyennsa nepesef€n 03.12.19 B geXXypHYyI0 XUpypruio,
rje mocie GpuOporacTpoCKONny KPOBOTEUEHME U3
BEPXHUX OTHENOB KeNTyJOYHO-KNIIEYHOTO TPAKTa
6p1710 MCKMoYeHo. OKasaHa IKCTPeHHas! IOMOIIb: TIe-
penuBaHMe KPOBY M CBEXXK€3aMOPOKEHHOIA MIa3Mbl.
ITannenT 05.12.19 nepeBefieH KONMOIPOKTONOTMYCEKOE
otaenenue PKB nna yrouyneHns gnarsosa u ganbHeir-
LIEro JIeYeHM.



Anamnesis vitae. Y MaTepy nmauueHTa B I0HOCTU
BBIsIBJIEH [IO/IMKICTO3 TI04Y€eK. Bo BpeMst GepeMeHHOCTHI
2 pasa mpMHUMAaa Kypcbl aHTUOMOTUKOB B CBA3YU
c obocTpeHreM MHGEKIMU MOYEBBIBOAALINX ITYTEIL.
Popmma caMocToATENbHO B CPOK, IO IIKaie Amrap
6 6ay10B, pe6eHOK Ha 3 Hefenu 6bUL TOCIIUTANTN3UPO-
BaH B HEOHATO/IOTMYECKOe OT/Ie/IeHNE.

Status praesens objectivus. O6mee cocTosanme
cpenHeit Ts>kecTu. IlonoxeHne akTuBHOE B IIpefie-
nax nocrenmu. CosHanue sicHoe. KoXHble TOKPOBEI
U BUJVIMBIE CTIM3NCTBIE — OIeTHbIE, CyXUe, CHUKEH
TYProp 1 3MacTM4YHOCTD. HesHaunMTeIbHbIe OTEKN TeNa.
MHoXecTBeHHbIE Te/leaHT 09K Ta3uu. CHIUKeHJe Mbl-
HIEYHO CMUJIBI, HE MOXKET CAMOCTOATEeNIbHO BCTATh
ckpoBaru. Poct - 180 cm., Macca Tenra - 68 Kr. [IpixaHue
BE3UKYIAPHOE, XPUIIOB HeT. TOHBI cepAlia pUTMuY-
Hble, 1 TOH mpurnylleH, ocnabnen. ITynbc 100 B Mu-
HyTY, All 110/70 MM.PT.CT. SI3BIK «JIaKMPOBAHHBI»,
cyxoit. JKuot markuii. Bce oTfienbl TOICTOTO KMIIey-
HYKa 60/Ie3HEHHDI M YYBCTBUTE/IbHBI IPY TTa/IbIIALIIIA.
CurMoBujHas KMIIKa ciasMuposaHa. Iledenp Ha
2 cM BBICTYIIaeT U3-TIOJ peOepHOll JyTH, IIOTHas,
6e36onesnenHasn. 3oHa lllopdapa yyBcTBUTENbHA
npu nanbnanuu. IlepuroHeanbHble CMMITOMBI OT-
pHULIaTe/IbHBL.

Na6opaTopHble aaHHble: O6uNIT aHaMN3 KPOBM:
WBC - 0,52x10°/1, RBC - 2,47%10"*/1, Hb - 66 /1,
rematokput — 20%, IJIT - 0,8, PLT - 143x10°/n.
O6uiuit 6enok- 43 r/n, KpeaTUHMH — 321 MKMOJB/TI,
ModeByHa — 10,2 MMOB/, I/TI0KO3a — 5,6 MMOJIb/II,
CPb - 24,6 mr/n, kannit — 4,20 MMOJIb//, HATPUIL —
140 mMonb/n. CKOPOCTb KITyOOYKOBOI GUIbTpALIUN
o MDRD: 19,3 mn/mun/ 1,73m?, no Cockroft-Gault -
22,9 mn/uH/ 1,73Mm>.

Ha peHTreHOBCKOM CHMMKE MHOXECTBEHHbBIE K-
CTO3HBIe 00pa30BaHsI B 00OUX JIETKIUX, XPOHMIECKHIT
6ponxuT. Y3V: MOMMKICTO3 [IeYeH ), He3HAUUTETb-
Has cileHoMeranus. Bo Bcex oTpenax 6prouIHoin
OJI0CTH, 6OJIbllIe C/IeBa, TOLUPYIOTCSA pacliMpeH-
Hble (mo 58 cM BMecTe CO CTEHKOII), 3al0/THEHHbIe
SKMKOCTHBIM HEOJHOPOJHBIM COfIeP>KVIMBIM TeT/IN
TOJICTOTO KMUIEYHNKA, C BS/IOV MasATHUKOOOpa3HOIT
HepUCTaNbTUKOIL. DnacTorpadus nedenn: F1-6,2 xIla,
o mkajnxe Metavir — HavanpHas cragus Gubposa.
Kononockonus: IlogBspombasa KUIIKa TUIIEpEMU-
pOBaHa, OT€YHA, COCYANCTEIN PUCYHOK OTCYTCTBYET,
U3DbABIIEHNE CTTU3UCTOI 000TI0UKY, KOHTAKTHAS KPO-
BOTOYMBOCTb. [lepucTanbTiKa pefiKasi, OCTabIeHHa .
Cnusuctas 060/m04Ka UMeeT BUT «OYIBIKHON MO-
CTOBOM C YETKOJ TPaHULEN MEXY IOPa>KeHHbIMMI
U 3OPOBBIMM OTJ€/TaMM KUIIKH.

IIpoBemeHO MHOTOKpaTHOE IepenuBaHme 3pu-
TPOMACCHI I CBEX€3aMOPOXKeHHOJ naasmbl 1o 500
MJI. MelMKaMeHTO3Has TepanusA: a3aTUOIPUH IO
150 MT B CyTKM; METU/IIIPEJHU3O0IOH 15 MI' B CyT-
KIt; Cyab30HLEed 1mo 4,0 M1 BHYTPUBEHHO B CYTKM;
MeTpoHMAa301 200 M/I BHYTPUBEHHO B CYTKH; OMe-
mpason 20 Mr 1o 1 Karcysie HaTomak; 6udndopm mo

3aKknwyeHune

JaHHBIN cTy4ali UHTepeceH B 3 acieKTax. Bo-nepBbIx —
MaHudectanns 6onesnu KpoHa Ha ocTpyo cTpecco-
BYIO CUTyalyio (aHapMIaKTU9eCKMIl III0K) y Al MeHTa

Bonesub KpoHa y 6onbHoro ¢ uunnonatueii... | Crohn’s disease in a patient with ciliopathy...

1 Tabnerke 2 pasa B IeHb; MHQY3MOHHAA U TETOKCH-
KaIlMOHHAs Tepanus.

B cBsA3H ¢ 6€3yCHENTHOCTBIO IeMOCTATIIeCKOI
Tepanuy U NPOJOKANIMUMCA KPOBOTEYEHEM
NIPOBEJeHAa 9KCTPEHHasA ONepalnusA: IPaBOCTOPOH-
HAA TeMMUKO/ISKTOMMA 110 TUIY onepaunuu ['aprmana.
ITopBspomHas KMIIKa Pe3KO pas3flyTa fMaMeTpoOM
7-8 cM, OTe4Ha, TeMHO-BUIIHEBOTO I[BeTa ¢ Gpubpu-
HOM. BpInloTHEeHa IPaBOCTOPOHH A TeMUKONIKTOMMSA
C HaJI0>XXeHMeM KOHIIEBOI MIe0CTOMBI. [IMCTanbHbIN
KOHeIl IOAB3NOIIHOM KMIIKY 3aTyIIeH, a IPOK-
CUMaJIbHbBIN OT/E/ BhIBEEH OT/Ee/IbHBIM paspesom
B IIPaBOJl Me30TacTpanbHol obmacTu. [JpeHnpoBaHa
OpIOLIHAsA ONOCTbD, IOCIOTHO HATOXEHBI IIBBI.

I'nctonorusa Ne 343-5: cnusucras ¢ BbIpaXkeHHO
UM O-IeIKONUTAPHOM MHPUIbTpaLIMeIl, TOBEPX-
HOCTb ITOKPbITa TPAaHY/IALMOHHON! TKaHbIO ¥ HEKPO-
TUYECKUM JeTPUTOM. Berparkennsrit pubpos mopcnnu-
3MCTOM NITACTVHKY, IPU3HAKM CEPO3HOTO BOCIIANIEH A
B MBILIEYHOM c7i0€. B rucronornyeckux mpemaparax
TpaHyJIeMBbI, 4TO IIO/ITBEPKJaeT AMaTrHO3 60Ie3HI
Kpomna.

[TocneonepalMOHHBII TepUOL 6€3 OCTOXHEHMIA.
C amarHoszoM 60mesub KpoHa [10fB3/OLIHOI KUK
TSDKEJION CTeleHM, GpyHKIMOHUPYIOLeil MIe0CTOMOI
CIpaBa U MOCTTEMOPPAru4ecKoii aneMueit 3 cTenenn
MoCTIe TIePENMBAHN A CBEXKE3aMOPOXKEHHOI I1/Ta3Mbl
nepeBefieH Ha IPOrPaMMHBIN reMOoJMans.

Ha TpeTbeM ceance remopiuanmsa B M1€0CTOME II0-
ABUMIACH KPOBb. IlanjeHT BHOBD NepeBefieH B KOJIO-
npokronornyeckoe otaenenue PKb. Ha KT opranos
OPIOLITHOI IIOIOCTY OTPAaHNMYEHHOE CKOIIJIEHNE KU -
KOCTM B OpIoImHoi nmonoctu. Hapy>xHblil cBUII U3
TIOJIOCTY B IIOJIKO>KHOJ K/IeTYaTKe IepejjHelt OpIoLIHoi
CTeHKM, coobuiaoIerics ¢ uneocromoit. IIpu ocmorpe
[apauIe0CTOMUYECKON PaHbl — CKYJHOE KUIIEIHOE
oTmensieMoe. PaHa coobijaeTcs ¢ 3aTeKOM U3 MIe-
OCTOMBI. BBIIIO/IHEHA TaMIIOHAafla 9TOTO COOOIIeHNA.
V3 HM>XHETO yIIa HIOKHe-CPEeIMHHON paHbl CKYIHOE
rHoJiHOe oTfenAeMoe. IlomocTh canupoBaHa u fpe-
HMPOBaHa, HA/JIO)K€HA acenTu4ecKas rnopaska. Ilpn
Y3J1-KOHTpO/IE GPIOIIHO ITOMOCTH KUAKOCTB II0 TIEBO-
My (1aHKY 11 B MajIOM Tasy He ollpefieisieTcs. B cBsasu
C IajieHyeM reMOITo61Ha 10 66 I/J1 — MHOTOKpaTHOe
MepennBaHye CBEXXE3aMOPOXKEHHO T/Ia3Mbl U 3PU-
tpomaccel 500 M. KoHcepBaTuBHasA Tepanus: a3aTu-
ONpuH 1o 150 MI B CyTKM; METUIIIPENHNU3ONOH 15 MI
B CYTKM; CY/Ib30HIed 110 4,0 M/ BHYTPUBEHHO B CYTKU;
MeTPOHMa307 110 200 MJI BHYTPUBEHHO B CYTKU; UH-
¢bysuoHHas Tepamus.

Crnycta 5 MecAneB NPOJOIKUTENbHOTO JIEYeHU
COCTOsIHME TTAllieHTa 3HAYUTEe/IbHO yIyYIIUIOCh: MO-
JK€T CAMOCTOATE/IbHO BCTaBaTh C KPOBATH, XOUTh IO
nasnare. Vineocroma ¢yHKinoHupyer. Ilnanupyercs
BOCCTaHOBUTe/NbHas olepauns ¢ GopMupoBaHIeM
pesepByapa 1 IPeBEHTUBHO MOJIBECHOI MIEOCTOMBI.
ITomy4eHo MOMOXUTENBHOE PENIEHNE O BOSMOXXHOCTHI
TPaHCIUIAHTALIMY TIOYEK.

CXPOHMYECKMM CTpeccoM. [IpyTruM mpoBoLipyoLM
($aKTOpOM ABUINCH YacThle KYPChl aHTUOAKTEpU-
aTbHOJ T€PANNM B NETCTBE U IOHOCTH, MHOTONIETHAA
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aHTH6aKTepuanbHas Tepalus, CBsI3aHHAas C IPO-
TPpaMMHBIM TeMOAMANU30M. JJOIOMHUTETBHBIM aK-
TOPOM PMCKa 3a00/IeBaHMA MOIIN ObITh MHOTOJIET-
HUI [1c61103 MUKPOQIOPEI KMIIEYHUKA Y ITPOOIEMBI
c muranuew [1, 2].

Bo-BTOPBIX, CIOXKHOCTI KYpALUI TTALYIeHTa C Mac-
CHBHBIM KPOBOTeU€HEeM, KOTOPOMY AJLs IIPOBeIeHsI
reMopmanu3a Heobxoauma npopumakTuKa TpomMmoo-
obpasoBaHus. Tpe6oBanca MOHUTOPVHT COCTOSHUA
CBEPTHIBAIOLIEN CHCTEMbI KPOBM U I0BEIMPHAs KOP-
pexuuA noxasarenei.

B-TpeTbux, mpobema MoMMKMUCTO3HOI 60/Ie3HN, KO-
TOpast OTHOCKUTCS K L{VIMOMATISIM — PefIKOJL TPyIIIIe 3a-
6omeBaHMIL, /11 KOTOPBIX XapaKTepeH AedeKT paboThl
PecHMYeK Ha IOBEPXHOCTH KJIETOK, 00eCIeunBalomnx
«IIpUeM» CUTHAJIOB U3 BHEKJIETOYHON cpensl. [eHes
LUIMONATHY Hanbosee M3ydeH IPU HOMNKICTO3e
[IOYEeK M OIpefensgeTcs KaK ayTOCOMHO-PeljeCcCuB-
HBIIL, CBA3aHHBIN c MyTanueii rena PKHDI1. MyTauns
MIPUBOJUT K CUHTE3y HEIOMHOLIeHHOro 6enka ¢pubpo-
LUCTVMHA, PELeNITOPHOTO OeIKa C JOKa3aHHOI 9KC-
Ipeccueil B SIUTENUN COOMPaTeIbHBIX KaHAJIbIIEB
[I0YeK, IPOTOKOB IIEYEHII U IOfKeTYOTIHOI SKeTIe3bl.
[3, 4, 6]. YuntbiBasg ocobeHHOCTM 3a60/I€BaHMA U Ha-
C/Ie[[ICTBEHHOCTD, MOXXHO IPEATIONOKNUTD y TalieHTa
ayTOCOMHO-pEeL[eCCUBHBII TeHes 3aboeBanm [3, 5].
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