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AHHOMAayun

ITpezcraBieH KIMHUYECKUN CJIydal MalMeHTa ¢ MATOJIOTHEH I3BEHHOTO KOJIMTA, OCJIOKHEHHOTO ITIEPBHYHBIM CKJIEPO3UPYIOLIUM XOJIAHTUTOM.
PaccMOTpeHbI BOBMOKHAsSI ATHOJIOTHS PA3BUTHS, KIMHUYECKHE CUMIITOMBI, IHATHOCTUYECKHE KPUTEPUH B JIAGOPATOPHBIX U HHCTPYMEHTAIBHBIX
HCCJIE/IOBAHUSAX, a TAKIKE TAKTHKA BeZleHUsI OOJIBHOTO ¢ JJAHHOH I1aTOJIOTHEH.
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Abstract

The paper provides a clinical case of a patient with ulcerative colitis complicated by primary sclerosing cholangitis. Possible etiology, clinical
symptoms, diagnostic criteria for laboratory and instrumental tests, as well as management tactics for patients with this disorder are considered.
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BBegeHue

SI3BBEHHBIHN KOJIUT OTHOCUTCS K BOCIIAJTUTEILHBIM 3a00J1€-
BaHUAM KEJIYJIOYHO-KUIIIEYHOTO TPAKTA, PACIIPOCTPAHSIIO-
IUMCS B IPOKCHMAJIBHOM HaIIPABJIEHUH TOJICTOTO KHUIIEY-
HUKa. Y JieTell pa3BuBaeTcs ¢ paHHero Bospacra [1]. Pac-
IIPOCTPAHEHHOCTh 3a00JyieBaHUA B 2019 T. B Poccuiickoit
denepanuu cocTapisa 0,005% nered, B Kypckoit obmactu
u Kypcke — 0,007% nereil. B 2020 1. B P® — 0,012% Jnerei,
B Kypckoii obsactu u Kypcke — 0,008% pmereii. B 2021 1. B
PO - 0,013% nereii, B Kypckoii obsactu u Kypcke —
0,009% peteit. B 2022 1. B PO — 0,014% nereti, B Kypckoi
obstactu u Kypcke — 0,01% mereii. MOKHO C/1e€1aTh BBIBOJ,
UToO ¢ 2019 MO 2022 T. 0 IokazareyasiMm B P®, Kypckoit
obstactu u Kypcke HaOI0maeTcst TEHAEHINSA K pOCTy 3200-
JIEBAEMOCTH. B CBfI3M ¢ 5TUM MOBBINIAETCA AKTYAJIBHOCTH
U3yYeHHUsI 0COOEHHOCTEN M OCJIOKHEHWH 3a00J1eBaHUs, a
TaK)Ke CBOEBPEMEHHOW W 3()EHEKTUBHOU JTMATHOCTUKU U
Ha3HAUYEHUs aZIeKBaTHOTO JIEUEHUs.

JlanHoe 3abosieBaHMEe HMeeT MHOTO(AKTOPHBIM TeHe3
(reHeTnyeckas PeIPACIIOIOKEHHOCTD, 1e(PeKThl UMMYH-
HOU CHCTEMBbI, HapyILIEHHE COOTHOIIEHUs aHa’POOHBIX
MHUKPOOPTaHU3MOB, B3aHMO/IEHCTBHE ¢ PAKTOPAMU OKPY-
JKaromen cpenpl). 'eHeTnueckas IPeApPACIOIOKEHHOCTD
(opmupyeTcs 3a cueT JIOKYCOB, OTBEYAIOIUX 3a IIpejpac-
TIOJIOXKEHHOCTh K PAa3BUTHIO S3BEHHOTO KOJIUTA, OOHApY-
JKEeHHBIX Ha 1, 3, 4, 5, 6, 7, 10, 12, 16, 19-i1 XPOMOCOMaX, a
TaKXke 3a c4eT (PyHKIIMOHAJIBHOTO MOJIUMOP(MU3MA T'€HOB

(daxTop HEKPO3a OIYXOIU A CHHTE3UPYETCA MOHOIIMTAMY,
T-xierkamu, Makpodaramu, reH ¢GaxTopa HEKpo3a OIy-
XOJIM JIOKQJIN3YeTcsA Ha KOPOTKOM ILIede 6-H XpOMOCOMBI,
COCTOSAINEN U3 4 HK30HOB, IIPOAYIIPYET OEJI0K, COCTOSIIIHI
u3 157 aMHHOKUCGIOT). K MHAyKTOpaM JaHHOTO IUTOKMHA
OTHOCATCS JIUIIOIOJINCAXaPU/BI, KOTOPHIE B OOJIBIIIOM KO-
JINYECTBE JIOKAJIU3YIOTCA B IIPOCBETe KHUIIEYHUKA IIPU A3-
BEHHOM KoJsinTe. /lepeKT UMMYyHHOH CHCTEMBI IIPEJICTABIIEH
HapylleHneM OOHapy:KeHHSA MOJIEKYJISIPDHBIX OaKTepuasb-
HBIX MapKepOB JIEHIPUTHBIMU KJIETKAMU, BCJIE/ICTBHIE YETO
(opmupyeTcs runepakTUBALIA CUTHAIBHBIX IIPOBOCHIAIH-
TEJIbHBIX yTeH [2, 3].

U3 pakTOpOB OKpYyKaIOIIEN Cpeibl UMEIOT 3HAUEHHUE TTH-
TaHUe, KJIUMaTHYECKUE YCJIOBHSA U STHHYECKAs IPUHAJ-
JIE2KHOCTH OOJTBHBIX.

Hawubosiee 4yacThIMH KHIIEUYHBIMHU IIPOSBIEHUSMU SIB-
JISIIOTCS KPOBb B CTYJIE, INXOPA/IKA, TEHE3MBI B COUYETAHUH C
3aII0pPOM, iuapes ¢ KPOBBIO, CIIACTHYECKUE OOJIH B XKHBOTE.
BHekueyHble MPOSBIEHUA BCTPEYAIOTCA peke, YeM KH-
IIEYHbIE, HO OJJHUM M3 CAMbIX YAaCTHIX SBJISETCS MEPBUY-
HBIN CKJIEPO3UPYIONIUN XOJIAHTUT — XPOHUYECKOEe BOCIIase-
HY€ BHYTPHUIIEUEHOYHBIX H BHENIEUEHOUHBIX JKETIYHBIX IIPO-
TOKOB, KOTOPBIA pasBuBaeTcs Ha (oHe (HAKTOPOB PHCKA,
CXOZTHBIX C PA3BUTHEM SI3BEHHOTO KOJIUTA, B OCOOEHHOCTH
IIpY HOBBIMIEHNN ITPOHUIIAEMOCTHU SIUTENIHS KUIIEYHNKA,
9yTO 00JIer4aeT IPOHNKHOBEHHE SH/IOTOKCHHOB 1 TOKCHHOB
MHUKDPOOPTaHHU3MOB B CHCTEMY ITOPTAJIbHON BEHBI K [I€4eHU
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U ee JajbHelIee mopaskeHue [4—19]. B pesysprare jgaH-
HBIX 3BEHBEB MATOTeHe3a SI3BEHHOTO KOJIUTA MPOUCXOIUT
MOBPEXK/IEHNE XOJIAHTHOIINTOB, PA3BUTHE [UPPO3a U TOBbI-
[I€HNEe PUCKA KOJIOPEKTAIBLHOTO paKa.

e uccieoBaHUusA — OIEHKA OCOOEHHOCTH TEUEHHsI
COUETAaHHOTO SI3BEHHOTO KOJIUTA U MIEPBUYHOTO CKIIEPO3H-
PYIOIIET0 XOJIAHTUTA Y JIETEH U BBISABJIEHUE UX 3HAUUMBIX
JINaTHOCTUYECKUX KPUTEPHUEB.

KnuHunveckunm cnyvanm

Bosbuoi C., 17 jieT, o6paTuics K IeTCKOMY racTpOJHTe-
poJiory ¢ kajobaMu Ha MOBBIIIIEHHE MTOKa3aTelel TpaHC-
aMuHa3 70 320 eI/ U raMMma-ryiyraMuiTpaHcdepassl
(ITT) no 636 exn/n, mepuoauyeckrie 60U B MUTACTPAIb-
HOU 00J1aCTH, 0 U TOCJIE €bl, OTPBDKKY. BOJIBHBIM cebs
CUHTAaeT B TeueHUe [BYX MecsAIleB, HabJogaerca y
racTPO3HTEPOJIOTA B YACTHOM IOPSI/IKE C IUArHO30M: Tera-
TobwuapHasa AuchyHKIMs, racTposszodareaynbHas ped-
JIIOKCHAs1 0OJIe3Hb, XPOHUUECKUN TacCTPOAYOJ/IEHUT, HENIO-
CTaToOYHOCTh Kapauu. Ilosiyuas JieyeHune amOyJIaTOPHO:
YPCOJIe30KCUXO0JIeBasi KUCJI0Ta, dCCeHITHaTbHbIE (HochOIH-
nu/pl, HUQypartea. Ho MOJIOKUTETbHONW JUHAMUKUA HeE
HabJII0Aa10Ch. 3a 3 HeZ A0 IOBBIIIEHHbBIX ITI0Ka3aTe/Iel me-
pPEHeC OCTPYI0 PEeCIHpPaTOPHYI0 BUPYCHYI HHODEKIHIO,
MOJIyJaJl aHTUOMOTHUKOTEPAIHIO, IIPOTUBOBUPYCHbBIE IIpe-
mapaTsl, IapaneraMosi, [uTpaMoH. HampasieH Ha rocmnu-
TQJIU3AIUI0 B TaCTPOIHTEPOJIOTHUECKOE OT/EeIEHHE
0061aCTHOU IETCKON KJIMHUYECKOM OOJIbHUIIBL.

[Tpu ucciieroBaHUY GMOXUMUYECKUX IIOKA3aTesIeld KPOBU
HabJro/1aeTcsl TOBBINIEHNE aJlaHWHAMHUHOTpaHCchepassl
(AJIT) u acmapraramunorpancdepassl (ACT), I'TT (AJIT -
212,53 exn/i, ACT — 147,69 en/n, I'TT — 528,4 en/n).

[Ipu mnpoBeAEeHUU YJIBTPA3BYKOBOTO KCCJIEIOBAHUS
(Y31) opraHoB OpIOIIHOM MOJIOCTH OTMeUaeTcs TermaToMe-
rajIus, IPpU3HAKK raCTPUTA, TUCXOJIHS.

IIpu OOBEKTUBHOM HCCJIEJIOBAHUU OOIlee COCTOSIHUE
Cpe/lHEel CTeNeHU TsIKECTU 10 KJIMHUYECKUM IIPOsIBIIe-
HUAM, CO3HAHUE SICHOE, allIIETUT He HapyIlIeH, A3bIK 00JI0-
JKEH, KeJTUHbIE CUMIITOMBI OTPHUIATETbHBIE.

IIpu mOBEpXHOCTHOH M INIyOOKOH MaIbIAIUM KUBOT
B3yT, MATKUH, 00JIE3HEHHBIA B SIIUTACTPATILHON 00JIaCTH.
CuH/IPOMOB pasz/ipakeHust OPIONINHBI HE OTMeYasock. Ile-
YyeHb U cesie3eHKa He maapnupyioTes. CTys odbopmiieH, de-
pes cyTkH, 6e3 aToJIOTUYeCKUX ITpUMecel, IIBET KOpUYHe-
BbIN. ITpOBeZIEHO KOMILJIEKCHOE JIAO0PATOPHO-UHCTPYMEH-
TaJIbHOe 00CJIeZIOBAHNE, 10 €0 JIAHHBIM B OMOXUMUYECKOM
aHan3e KpOBU OOHAPYKEHBI Mpu3Haku nurosusa (AJIT —
326,7 en/n, ACT — 282,8 en/n, ITT — 636 ex/n), uro
00yCI0BIINBAET AUCTPO(MUIO M HEKPO3 IelaTOIUTOB, BHIXO/]
B wiasMy ¢depMeHTOB. OcTasbHble IOKA3aTeJH KPOBU B
npejiesiax pedepeHCHbIX 3HAUEHUH.

IIpu KOTIPOJIOTUYECKOM UCCIIEZIOBAHUN OTMEUAETCS CTea-
topest (tum III), amuiopes, kpeatopesi (Ma3eBUAHBIH, He-
oopMIIEHHBIH, peaknus Ha OWINPYOUH, CTEPKOOWINH
«+», MBIIIIEYHbIE BOJIOKHA C UCUEPUEHHOCTHIO «++», 0e3
HUCYEPUYEHHOCTU «+», JKUPHbIE KHCJIOTBI «++», MbLJIA «++»,
KpaxMasl BHYTPHUKJIETOYHBIA «+», PACTUTEIbHAS KJIET-
yaTKa HeIepeBapeHHas «-», SIHUTEINH «+», JeHKOIUTHI
«++», BPUTPOIUTHI «+», AUIA TEJILMUHTOB U IIPOCTEHIIINE
«-», IPOKIKEBbIE TPUOKU «+»).

IIpu mpoBeaenun Y3 opraHoB OPIOIIHON OJIOCTH BbI-
AIBJICHO: YTOJIII[eHNE CTEHOK >KeJTYHOIO Iy3bIpS U €ero Jie-
dopmanus, kpas nedeHu OyrpucTble U CKPYyIJIEHHBIE, IIe-
pudepuueckue OT/enbl aTpOGUUHBI, LEHTPAIbHbIE OT-
nmesbl runeprpodupoBanbl. Ilpu mposeaenun dubpora-
CTPOZIyOICHOCKOIINY OTMeYaeTcsl HeA0CTaTOYHOCTh Kap-
JINY, XPOHUYECKUU TaCTPOIYO/IEHUT, JYOJI€HO-TaCTPaJIb-
HbIH pedutioke. Beimucan Ha amOysIaTOPHOE JIeYeHHE B
V/IOBJIETBOPUTEIHLHOM COCTOSTHUU IO/ HAOJIIO/IeHVEe TIe/IH-
aTpa M0 MeCTy KUTeJIbCTBA U OCMOTP TacTPO3HTepoJora ¢
pesysabpraramu AHITA (anTHTENA K ITUTOIIIIa3Me HEUTpod -
JIOB) U aHTUHyKJIeapHoro dakropa (AH®). B koHTakre ¢
nHGEKITMOHHBIMY OOJIBHBIMU He HaxoAwics. bpuio mpose-
JIEHO JIeUueHHe, BKJIIOYAIOIllee INeTOTepanuio (peEKOMeH/I0-
BaH cTos NO5), MHTHOUTOPHI NPOTOHHON IOMIIBI (He-
KCHyM), 3cCeHIuasbHble (HOochOTUINBI, TenaTONPOTeK-
Tope! (docdorius, ypcodasnbk), cIa0UTETLHOE CPEICTBO
(mrodanak).

Hanee marueHT oOpatwicsi B KIMHUKY CeueHOBCKOTO
YHUBEPCUTETA, I/le ObLIN MOJy4YeHbl IOJI0KUTEIbHEBIE pe-
3ysabTaThl AHIJA u AH®, uTo moATBep:KAaeT MEPBUIHBIA
CKJIEPO3UPYIONIUHN X0JaHTUT. Takke ObLJIO TPOBEZEHO IH-
JIOCKOITMYECKO€e HCCIIeZIOBAHNUE ¢ OmoIcrel, e Habstroia-
JINCh YMeEPeHHasi OTeYHOCTh, MHOKECTBEHHBIE aTpodude-
CKHe 5PO3UH, CIVIAXKEHHOCTH COCYAHCTOTO PUCYHKA IPAMOU
KUIIKY, YMepeHHas OTeYHOCTh, BbIpakeHHasA THUIlepeMus,
MHOKECTBEHHbBIE MEJIKHE SPO3HUH, OTCYTCTBUE COCYZUCTOTO
PUCYHKA HAJIOXKEHUAMU CJIN3HU B CIM3UCTON 000JIOUKE CUT-
MOBUIHOM, HUCXOSAIIENH W IIOIEPEUHO-000M0YHON OT/e-
JIOB KHIIIEYHUKA, B PE3YJIbTATE YETO MOP(HOJIOTHIECKH OBbLI
IIO/ITBEPIK/IEH TOTAJIBHBIN A3BEHHBIN KOJIUT.

BricTaByieH [MAarHo3: TOTAJIbHBIM SA3BEHHBIH KOJHT (C
BHEKUIIIEYHBIMU IIPOABJIEHUAMHU — IIEPBUYHBIN CKJIEPO3U-
PYIOLIUI XOJIAHTUT, CpelHeTsDKesnas dopma, yMepeHHas
aKTUBHOCTH), TacTpossodareaysbHas pedJirokcHas 060-
JIe3Hb, SPO3UBHBIA pedIIroKc-330¢aruT, XpOHNIECKUH ra-
CTPUT, IyO/I€HUT.

PexomenpoBano Jeuenue: auerorepanus (FOODMAP
low nuera), uHrUOUTOPHI MpOoTOHHOM moMmIbl (Hekcuym),
KaICy/INPOBaHHbBIE (EePMEHTHI, ITPOTHUBOBOCIIAIINTEIbHbIE
cpencrBa (MecasasuH), rematonporekTopsl (Ientpait), yp-
COJIe30KCHUX0JIeBas KUCIO0TA.

3aknioueHve

B naHHOM KJIMHHYECKOM cCJIydae ObLI IIPE/CTAaBJIEH fA3-
BEHHBIH KOJIUT, OCJIOKHEHHBIN IIePBUYHBIM CKIEPO3UPYIO-
IUM XOJIAHTUTOM, KOTOPBIH B IIPOIIECCE BCETO JIEYEHUS
MAaCKHPOBAJICA MHOTO(GAKTOPHOCTBIO IPOSIBJIEHUH OCHOB-
HOro 3a00JIeBaHHUsA, II03TOMY BaJKHBIM STAIlOM B BeJEHUHU
10JJ00HBIX OOJIPHBIX ABJIAETCA S PeKTUBHAA JUAaTrHOCTHKA,
Ha OCHOBe JIaHHBIX KOTOPOH JIOJI’KHA HAa3HAYATHCSA a/IeKBaT-
Haa u 3¢dexTuBHaA Tepanusd. IIpu mIpaBUIBHON U CBOe-
BPEMEHHOH /JMarHOCTUKE C IIOMOIIBIO JIEeUeHUs JOCTUTa-
eTcsA CHIDKEeHHe IIPOTrPecCUPOBAHMA 3a00IeBaHuA, KYIIHPO-
BaHNe KJIMHMYECKUX CHMIITOMOB U yJIydllleHHe KadecTBa
JKU3HH.
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