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summary

Aclinical case of an extremely rare morphologically verified combination of primary biliary cholangitis and hemochromatosis
in a patient s presented. A brief description and literature reference on these diseases are given from the standpoint of a mod-
ern approach to diagnostics, classification, clinical manifestations and treatment. The presented observation considers the
course of the disease in a patient from the onset to the present time, including the stage of self-induced cessation of taking
the necessary medications and seeking medical help, which led to rapid progression of the disease with pronounced clinical
manifestations with the appearance of a typical color of the skin, the appearance of xanthelasma, hepatosplenomegaly and
hepatocellular insufficiency. The data of laboratory and instrumental examination conducted in various clinics are analyzed. It
is important to note that liver cirrhosis as a result of primary biliary cholangitis and hemochromatosis has a very unfavorable

prognosis, and the treatment is comprehensive.
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BBepeHune

IeMoXpoMaTo3 — NMOTUCUCTEMHOe 3aboeBaHIe,
CBsI3aHHOE C HAaKOIIIEHVEM B OPTaHM3Me BBICOKUX
[IATOTIOTMYECKUX YPOBHEIT JKele3a, YTO IPUBOLUT
K QYHKI[MOHA/TbHBIM HapyLUIEHUIM HEKOTOPBIX Op-
raHoB [1]. Boiens0T Hac/IeACTBEHH b (TIEPBIYHBIIN)
U IpuoOpeTeHHBIN (BTOPUYHBIIT) T€eMOXPOMATO3.
ITpro6peTeHHBII (BTOPMYHBII) TeMOXPOMATO3 CBA3aH
C MHOTOKPATHBIMM FeéMOTPAHC(Y3UAMU, XpOHNIYe-
CKMM TeMOAMANN30M, TeMOTUTUIECKUMIL 1 MeTa-
N06/IACTHBIMY AHEMMSIMI, MUETOAVCIIACTUYECKIIM
CHHIPOMOM, AedNuNTe INPYBaTKIHA3DL, yIIOTpebe-
HUM NUIEBBIX J06aBOK M HEOOOCHOBAHHBIM JIeYeHN-
eM IIpelapaTaMy Kejle3a, a TaKXKe ¢ XpPOHMYeCKUMMU
3a60/1eBaHUAMM IedeH) (BUPYCHBIE, aIKOTOJIbHbIE
U HeaJIKOTOJIbHBIE CTeaTOTelaTuThI). Pa3Burue Ha-
C/IEACTBEHHOTO reMOXpoMaro3a obycnosneHo gedu-
LIUTOM FeICUANHA UK pedPAKTePHBIM K TeIICUANHY
cocrossHueM [2]. IIpy mepBUYHOM reMOXpOMaTO3e
JKele30 OTK/IafbIBaeTCA B KJIeTKaX IapeHXMMaTO3-
HBIX OPTaHOB, B TO BpeM: KaK U TPaHCHY3MOHHOM
reMOXpPOMAaTO3€ — IPENMYILIeCTBEHHO B K/IETKAX pe-
TUKYIO3HOTENMaNbHOI cucTeMbl. HacmencTBenHbI
reMOXpPOMATO3 CBsI3aH C MyTaluell OelKa reHa re-
moxpomarosa - HFE, 4To IpuBOANT K IOBBIIIEHHOMY

BCAChIBAaHMIO JKe/le3a, HeCMOTPA Ha €0 HOpMaJIbHOe
notpebieHne ¢ nuIen.

IMocmenHsis Bepcust KnaccuuKanuy HaclIe[CTBeH-
HOTO reMOXpoMaTo3a npezoxena B 2022 rogy pabo-
geit rpynmoit BIOIRON (Mex/yHapozHOe 0611eCcTBO
10 M3YYEHNIO JKele3a B Guonornm u Meguumue) [3].
IanHas knaccuukanus BKIoYaer B ce6s 4 tumna
remMoxpomato3a: cBsa3aHHblil ¢ HFE; He cBA3aHHBIN
¢ HFE; gureH (fBoJiHas reTepO3UTOTHOCTD W/VIK
IBOJIHAA TOMO3UTOTHOCTD); MOJIEKY/IAPHO He OIpe-
Tle/IEHHbII TeMOXPOMATO3.

My>k4MHBI 60/IEI0T TEMOXPOMATO30M IIPUMEPHO
B 2-3 pasa 4alle, 4YeM >KeHIIMHBbI, IpefiliojlaraeMoe
COOTHOIIEHVE MY>KYMH U )KEHIIMH COCTABJIAET OT
1,8:1 mo 3:1. Y manueHTOB reMOXpOMaTO30M >KEHCKOTO
1oJIa CMMIITOMBI TOABASIOTCA Ha 10 s1eT mossxe, yem
Y MY>K4IH, B 60/IBIINHCTBE CTy4aeB IOC/Ie MEHOIIay 3bL.
Y my>xunH 3ab6oneBaHue 0OBIYHO IPOSBIIAETCS Ha I151-
TOM JIeCATUIETVM; I0BEHVIbHBIN TeMOXPOMATO3 MOXKET
nosABUTHCA B Bodpacte 10-30 et [4]. OcHOBHBIE K/N-
HUYeCKIe, 6M0XMMIYeCKIe M BU3yaIbHbIE IPU3HAKI
reMOXpOMaTo3a IPEe/iCTAB/IEHbI 8 Mab. 1.

Knnandeckue nposiBeHNs TeMOXPOMATO3a 3aBU-
CSIT OT OpraHa, KOTOPbIit 607Iee BCero mopaskeH, CTajum

KnuHnueckue, 6roxmmnye- Bepywmii npusHak

CKMne 1 BM3yasbHble Npu3Ha-

Hacslienne TpancheppusoM >45%

K remoxpomato3sa (apanTn-

S-depputnn >200 ug/n (OxeHumHEKM) 1au >300 pug/nm (My>KIMHbI)

poBaHo 13 Hemochromatosis

Busyanusanus na MPT u/unu 6uoncun

classification: update and

VI36bITOYHOE HAKOIUIEHIE XKeJle3a B TenaTouuTax (Ipu npoBefjeHnu 61OICI)

recommendations by the
BIOIRON Society / D. Girelli,
F. Busti, P. Brissot [et al.] /
Blood, The Journal of

OTtcyTcTBue «IIpeobnafarmnx» NpnobpeTeHHbIX GaKTOPOB pucka geduiura
rercupyuHa (HaIpyuMep, 3l0yIOTpe6/IeH e alKOr0IeM) I ATPOTeHHBII FeMOXPOMATO3
(HampuMep, peryisipHble TeMOTpPaHC(Y3NN)

the American Society of
Hematology. - 2022. Vol. 20,

OTCYTCTBI/Ie TEMATONOTMYIECKNX ITPU3HAKOB IIEPBMYHOTO HAPYIIEHNA SPUTPOLNTOB,
TaKUX KaK aHeMUsI V/UIn PETUKYIONUTO3
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[pyrve npmsHaku U/unu CMHAPOMbI/CUMATOMbI

HI/II‘MCHTaLU/I}I KOXXU, aCTEHUYeCKNI CUHOPOM

IToBslieHNe aMIMHOTpaHCdepas, remaToMeranns, Uppos, TeMaToLe/IIIAPHasA

KapImHOMa

Bonb B CycTaBax, apTpUT, XOHAPOKATPIINHO3, CHVDKEHIE MI/IHepaTIbHOﬁ IIJIOTHOCTU

KOCTHOW TKaHU

Caxapru?[ I[I/IaﬁeT, TUIIONapaTnpeos, I‘I/IHOI‘OHaI[OTpOHHbHZ TUIIOTOHAI3M

KapI[I/IOMI/IOHaTI/IH, cepaedHasa HEJOCTATOYHOCTD, apUTMUN
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3a00/IeBaHILS 1 OIIPEAE/IAIOTCS CTEIIEHDIO ITePerpy3Ku
JKeTe30M U TSKECTHIO IIOpaykKeHMsI OpraHoB. Boifensior
3 crajuu 3ab6oneBaHusA: 6eCCUMIITOMHAS Ieperpyska
JKe/le30M, CUHIPOM IIePerpy3KM XKele30M ¢ paHHU-
MU IIPOSIBTIEHMSMU U CUHPOM IIePETPY3KI XKeIe30M
C KIMHMYECKU MaHN(DECTHBIM OPaXKeHEM OPTAaHOB-
muureneit [5]. (puc. 1). CKpMHMHTOBbIE UCCTIE[OBAHNS
[IPOEMOHCTPUPOBAIN, YTO HEPBBIMU CYMIITOMAMMI
reMOXpoMaTo3a 0OBIYHO OBIBAIOT CTA6OCTh, OBICTpast
YTOMJ/IAI€MOCTb, IOXY/jaHe, TUIIepIUrMeHTaIs (Me-
JTAHOREPMUS) U CYXOCTb Koxu. CHMITOMBI IIOpa-
JKEHIsI [TeYeHN BBIABIAIOTCA M160 CIydailHo, 1160
Ha CTajuy LMpPpo3a IeYeHM U ero OCIoKHeHuii. Ha
MIO3[JHUX CTAIVIAX PUCOENMNHSIIOTCS IIPU3HAKIY MTaH-
KpeaToreHHOTr0 CaxapHoro juabeTa ¢ BHEIIHECEKpe-
TOPHOIT HEIOCTATOYHOCTBIO IO/ KeTyJOUHON >KeTIe3bl,
CepIeYHOIT HEJOCTATOTHOCTY M APUTMMUIT, TOPAXKEH U
runodusa, HaJIIOYEYHIKOB, TUIIOTOHA/[U3M.
Jleuenye reMaxpoMaTosa BKIIOYaeT B CeOs HUeTy
C OrpaHMY€eHVEM IIPOAYKTOB, COLEPXKAIINX XKees30, 3a-
IpenaeTcs mpyueM ankorons. [lepBoit nuHuel Tepanun
u HanboJjiee JOCTYITHBIM METOJIOM, CTIOCOOCTBY IOI M
yIa/IeHIIo M30bITKA JKejle3a 13 OpraHu3Ma, ABaAeTCA
TepaleBTUYeCKIie KPOBOIyCKaHMA (BeHemyKiuu, ¢ie-
60TOMIS) C HEfle/IbHBIMI IHTEPBAIAMU IO PA3BUTHUS
yMepeHHOIT aHeMMu (HadanbHas VIV MHAYKIMOHHAS
¢dasa), nanee MHTEpBaIbl IOCTEIIEHHO YBEIMYNBA-
10T (mopepxuBatouias ¢asa). IlpumedaTenbHo, 4TO
cornacHo pexkomeHpauuam 2022 ropa Espomnerickoit
acCOLVALIMY 110 U3YYEHNIO TIeYeHN [5], MalMeHTHI C He-
OC/IO>)KHEHHBIM T€MOXPOMATO30M, T.e. 6e3 3HaunTesb-
HOTO ITOBPEXX/{eH1sI OPTaHOB, MOTYT PACCMAaTpPUBATHCS
B KayecTBe JOHOPOB KPOBU BO BpPeMsI IIPOBEIEHNM S
nopep>xuBaoleit passl Tepanuu. Ipurpouutodepes
SABJISAETCS a/lIbTEPHATHUBOI TepaneBTU4ecKoil ¢predo-
tomuu. Ecnn nposenenne ¢pre60ToMun HeBO3MOXKHO
(HanpuMep, IpK reMOAMHAMUYECKOI HECTAOMIBHO-
CTH), TO IIOKA3aHO Ha3Ha4Y€HNe BTOPOIL TMHNUN Tepa-
MY, @ IMEHHO Xe/IaTOPOB JKejle3a — JIEKapCTBEHHBIX
[Ipenaparos, 06/1afaoIINX CIIOCOOHOCTDIO CBSI3bIBATD
U BBIBOJVITD 13 OPTaHM3Ma N3ObITOYHOE JKeTIe30.
Tlepsuunsiit 6unuapusiit xonaurut (IIBX, panee
U3BECTHBDIIT KaK IIePBUYHBII OM/IMapHBII LI PPO3 Iede-
HII) - XpPOHMYECKOe ay TOUMMYHHO€ TelaToOMIapHOe
3ab0JIeBaHIe, XapaKTepU3yIolleecs paspylieHneM Me-
SKOTTBKOBBIX YKETYHBIX IIPOTOKOB, OIIOCPEOBAHHBIM
T-knerounbiMu numbonutamu [6], BO3HUKaIee
B pe3y/IbTaTe CI0XHBIX B3aVIMOJEIICTBUII C y4acTueM
reHEeTUYECKN IeTEPMUHUPOBAHHBIX, SIIUTEHETNYE-
CKUX M CPEIOBBIX TPUITEPOB. 3ab60/eBaHme C pas3and-
HOJL CKOPOCTBIO CO BpEMEHEM IIPOTPeccupyeT [0 Oumu-
apHOro IUppo3a. B HacTos1Iee BpeMs IOATBEPKIEHO,

JdeMoHCcTpauua HabnwaeHnA

B xauecTBe [eMOHCTpALUU COUETAHMSA IIPUBOIAUM
coO6CTBeHHOE Hab/MOieH e — KIIMHUYEeCKUI CIydail
KpaitHe pegKoro Mmopdonornyecku sepuduimposan-
HOTI'O COYE€TaHUA y ImangueHTa HepBI/{'{HOI‘O 6I/UII/IapHOI‘O
XOJTAHTUTA I TEMOXPOMATO3a.

bonpnoit K., 46 net, mocTynum B racTpO3HTEPONIOTH-
yeckoe orpenenne BY300 «OKb» ¢kxanmobamu Ha KOXK-
HBII 3yT; )KeITYIIHOCTD KO>KHOTO IIOKPOBA, CKJIEp; YBe-
JIMYeHNe )KUBOTA B pa3Mepax; 0/1yoOpM/IEHHBIN CTYIT

YTO pasBUTHME IUPPO3a TIeUeH M IIPY JAHHO TaTONOT I
npoucxoguT y 50% manueHToB, a CpefHsAA BbIKMBA-
€MOCTb NMaLMEeHTOB, IOTyYalolX YPCOIe30KCUXOIe-
Bylo kucnoty (YIXK) 6e3 mpoBefieHs TpaHCIIAHTA-
uuu, cocrasuser 6onee 20 et [7].

[1bX mopa>kaeT npeuMyIeCTBEHHO XKEHIWH, €ro
Ie6I0T OOBIYHO MPUXORUTCA Ha BTOPYIO MIOJIOBUHY
)kusHu. Vlccnemosarenu npepmnonaraoT, uto I1BX
MMeeT KaK TeHeTUYeCKYI0 IIPeJpacloNloKeHHOCTD,
TaK ) HeTeHeTHYeCcKoe BIMAHMe GaKTOPOB BHENIHe
cpenbl. PacnpocTpanennocTs 3ab6omeBanus B 100 pas
BBIIIIE Y POJCTBEHHNKOB TIePBOJ CTEIIeHN POACTBA
OCHOBHOTO nanueHTa. Cumraercs, YTO IpOTpeccu-
poBaHMe 3a00/TeBaHNsA BOSHIKAET B Pe3y/IbTaTe Mpsi-
MOTO BO3/lelicTBNUA GaKTOPOB OKPY>Kalollell Cpembl
U TOKCMHOB [8]. [Imaruos ycraHaBIMBaeTCA Ha OC-
HOBAHNUU HaAN4MA IBYX U3 TPeX IMpe/iCTaBIeHHbIX
Kkputepues: (1) 6noxummyeckue MapKepbl Xonecrasa
(moBsItenne menouHoit gocdarassr u ITTII); (2) Ha-
JIM4e aHTMMUTOXOHIpUanbHbIX aHTuTen (AMA)/
AMA-M2 wu gpyrux creundudeckux s I1bX ay-
TOaHTUTEL, BKIo4as anti-spl00 mnu anti-gp210, ecnn
AMA orpunarenbHslit; (3) TCTONMOTNYECKIE JOKa3a-
Te/IbCTBA XOIAHTUTA U JeCTPYKIUN MEXTOO0YTAPHBIX
JKeTYHBIX TPOTOKOB [9, 10]. K mpeuKTOpHI TAXKEI0ro
teyeHus [IBX oTHOCKTCs Havano 3abomeBaHus O
45 net, pasBepHyTas KIMHUYECKasA KAPTVHA B MOMEHT
MTOCTAHOBKM JIMarHO3a ¥ MY>KCKOJi 1mon. Ha pannux
cTaguax KnmHudeckumu npossnenusamu I1bX asna-
€TCH YCTaNOCTb, KOXKHBII 3Y[ (IIepBble IBa CUMIITO-
MBI OTMEYAIOTCA NMpaKTuyeckn y 50% nannueHTos),
muckoMdopT B IPaBOM BepPXHEM KBaJpaHTe )KUBOTa,
skenTyxa. OcTeoneHns BbLABIACTCA IOYTH Y 25% O0Mb-
ubix [1bX. KnimHnyeckne npusHakm ocTeonoposa —
607Tb B KOCTAX, CTIOHTAHHBbII IIePe/IOM TeJl I03BOHKOB
U nepenoMbl pebep. Pexxe BCTpevyaroTcs IepeioMbl
AIMHHBIX KocTeil. Hapymenus nunupaoro ob6Mena
ABJIAIOTCS 00513aTeIbHBIM KOMIIOHEHTOM IIATOTeHe3a
I1BX, korga rmpu 06CTPYKIUI UV TUIIOTIa3U M OVIN-
apHOTO TPaKTa Hab/MI0laeTCA HAKOIUIEHMe X0IecTeposa
B CBIBOPOTKe KpoBu [11].

Tepanwsa nepBoit TMHNY [/ 3aMefI/IEHN A ITPOTpec-
CHPOBaHNs 3a00/I€BAHMSI ¥ OCHOBHBIM IIPEIIapaToOM,
KOTOPBbIIT UCTIONIb3yeTc B nedyenuu [IBX Bo Bcem mupe
a10 YJIXK (13-15 mr/Kr/menp). 3a py6esxoMm B KauecTBe
Tpenapara BTOPOJ TMHUY y MAIMEHTOB, KOTOPbIe He
JOCTUTAIOT afleKBaTHOTO KJIMHIYECKOTo (KyIupoBa-
HUe KO>KHOTO 3y7a) 1 6MOXMMUYECKOTO OTBETA, a TaK-
ke ¢ HemepeHocuMoCThI0 Y/IXK, sABNAeTCA aroHncT
dapuesonguoro X-perentopa 06eT1xo1eBas KUCIOTA
(5 Mr B feHb, TUTPOBaHHAA 70 10 MT B [leHb B ClIy4ae
xopoutelt nepeHocumoctn) [12].

¢ IpuMechio cu3u o 15-20 pa3 B CyTKU; CHYDKEHUE
anneTuTa; noxyaanue o 20 Kr B TedeHVe HECKOTbKIX
J1eT; 607Ib B HOACHUYHOM, IPYHOM OT/jeJIe TO3BOHOYHM-
Ka, B IPOEKIINM peOePHbIX YT; BBIPAXKEHHYIO CTab0CTh.

VI3 aHaMHe3a U3BECTHO, YTO CUUTAET ce0s OONbHBIM
¢ 2011 ropga, Korga mosABUICA 3yJ, KOXXM IIPeNIIeIni,
BHYTpeHHell moBepxHocT 6efep. Obpalacs K fepma-
TOJIOTY, MCK/TI0YeHA TTaTONIOT M KOXKY, PEKOMEHIOBAHO
H006CIefOBaHMe y TePaIeBTa, K KOTOPOMY U TETbHBII
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nepnofi BpeMeHu He o6pamascst. B 2014 r. mpu o6ceno-
BaHIY BBIAB/ICHO NIOBbILIeHNE QYHKLMOHATBHBIX IPOO

IIeYeHy B GMOXMIMITYeCKOM aHaJIi3e KPOBM — IIle/IOYHA S

docdarasa (IIIP) 10 Hopm; AJIT 3 Hopmbr, ACT 5 HOpM,
MOBBIIIeHYIe 0011[ero XoecTepuHa o 8,5 Mmonb/i1. ITo

nauubiM OIJIC - aposun B xenypKe, OynbOUT, A3BbI

JTYKOBULBI AiBeHaguarunepcrroi kumkn (JITK),
py6uoso-s3BenHas gedpopmanus JIIK. ITposenena

TPEXKOMIIOHEHTHA: CXeMa 9pafIMKaIVIOHHON TepaInm,
yCUTIeHHA A TperapaTaMy BUCMYTa TPUKA/IMA UIUTPa-
Ta. Jlerom 2014 1. HAXOIAM/ICA HA CTAL[IOHAPHOM JIEYEHUI

B I'b Ne 15 nm. O.M. ®utaToBa enmapTaMeHTa 34paBo-
OXpaHeHNs I. MOCKBBI C [YIaTHO30M: sI3BeHHas1 607Ie3HDb
JIIK; ractpoasodareanpHast 60/1e3Hb: 9pO3MBHBII 930-
arut; sposUBHBII OY/IbONT; XPOHIYECKIIT 9PO3UBHDII

ractput. JK1poBoii rernaros B CTafiuM CT€ATOTeNaTITa;

pucnunuaemns 1 tumn mo Opegpukcony. 3a mepuon

TOCNIMTANN3AIUN OTMEYAeTCA TOBBIIIeHEe YPOBHA

AJIT c88 En/n mo 455 En/n; ACT 154 En/n mo 476,1 En/n;

obutero 6uanpy6una 44,2 MKMOb/7 50 71,0 MKMOTIB/T;

yposenb 1P Ha MomeHT Bbinucky — 2474 En/n. Io pe-
synbratam OIJIC oTmevaercs py6uesanue s38bl JIIK.
Pexomenposan mprem Y I XK n korcynbranysa 8 MKHI]

um A.C. Jlornnosa. C 29.07.2014 10 01.09.2014 r. Haxo-
OVJICS Ha cTanoHapHoM nedenny B ['BY3 MKHI I3M
(LIHVNT), rae 6511 ycTaHOB/IEH AuarHo3 [lepBUdHBIL

6unnapHblit [uppo3, AMA M2-1103UTHBHBII BapUaHT,
kiacc A (5 6amoB) o Yaring-ITeto. MELD 6. Cunapom

TIeperpys3KM >Keme3oM. 3a Iepnoj, TOCIUTAIN3aIun

IIpoBeJieHa T HKIVIOHHA A OMOTICH A ITeYeHN A, TTOTy YeHa
TUCTOIOTMYECKasA KAPTHHA HETHOIHOTO IeCTPYKTUBHO-
IO XOJIAaHTUTA U IYKTY/IONEHUM, XapaKTepHas iia 1-2

CTaJuM IIePBUYIHOTO OGMIMAPHOTO LIMPPO3a; BBIPAXKEH-
HBIII TeMocuiepos nedenn. [TanmenT KOHCYIbTUPOBAH

reMaTo/I0rOM, PeKOMEHJOBAaHO IreHeTNYeCKOoe JICCrie-
ToBaHIe Ha TeMOXPOMATO3, MICCTIef{OBAaHNe TeIICUANHA,
TIpoBefieHNe XeNaToTeTpanuy. BeInycas ¢ yyduieHem
(YMEHDBIINIICA KOXKHBIN 3y[I, yMEHbIIEHYe ABICHNI
xorecTasa). PekoMeHI0BaHO HaO/IIOfieHIe TeIIaTo/Iora,
racTpoanTepornora, npuem YJIXK mo 1250 Mr B cyTk1
ITATETbHO.

30.11.2014 r. mpoBepeHo nccnegoBanne obpasua JHK
C IIeJIbIO TOMCKA IBY X Hanborlee YacThIX HYKI€OTUIHBIX
3amen: H63D (c.187 C>G) u C282Y rena HFE, koTo-
pble B rOMO3UTOTHOM VIV KOMIIAy HJI-T€TePO3UTOTHOM
COCTOSAAHMY OTBETCTBEHHBI 3a HAaCeCTBEHHBIN Te-
MOXpoMaTo3. BeisBieHna samena C282Y (c.845 G>A)
BTOMO3UTOTHOM COCTOAHMN. JIMIaTHO3 «T€MOXPOMATO3»
TIOATBEP>K/IEH MOJIEKY/TAPHO-TeHETNIeCKIIM METOZIOM.

03.12.2014 r. KOHCYBTUPOBaH TrenaTonorom. Ha
¢done mpuema YIXK oTMedanach MONTOKNUTETbHAS
nmaboparopHasa guHaMuka (IO cumnsmmacy ¢ 7 HopM
mo 3,5 HopM; 06uINIT 6MINMPYOH ¢ 77 MKMOJIB/I 1O
25 MKMOJIB/JT; 001 iT XOIeCTePUH € 9,5 MKMOJIB/IT 10
7 MKMOJIB/JT), Xa/100bl Ha KOXHBIII 3YJ COXPaHA/INCh.
PexomenpioBan cepTpanuu 50 MI B CyTKM; KOHCY/IbTa-
uusremarosnora. 03.12.2024 r. KOHCY/IbTMPOBaH IeMaTo-
JIOTOM; YPOBEHb CBIBOPOTOYHOTO JKefle3a 1 ITOKa3aTes
0611ero aHaMM3a KPOBM B IIPefie/laX HOPMBI; Cele3eHKa
He MayIbNypyeTcs. PekoMeHI0BaHO Hab/moeHNe.

B anpene 2015 r. npu nogbeme JuBaHa He y/lepKas
€ro, yAapUICs IPYAbI0 006 TaHHBII IpegMeT MebeIi,
[OABM/IACH 6ONb B BEpXHEIl TPeTH IPYLHOI KIeTKI
u manee ee fedopManyia. 3a MEIUIIMHCKOI TOMOIIBIO
He o6pariancs.

experimental & clinical gastroenterology | N°229 (9) 2024

Ha done nposogumoit repammu YIXK c centsibps
2014 r. mo anpenb 2015 I. — KOXKHBIN 3] yMEHBIINIICA,
nabopaTopHbIe IPOABJICHNA X0OIeCTa3a CHU3UIIUC, Of-
HaKO, COXPAHAJICSA YMEPEHHO BbIPa)KEHHBIN CUHIPOM
nuToNMM3a. [eMaTomoroM Mo MecTy XKMUTe/NIbCTBA MPo-
BOJMIOCD JIedeHMe BUTaMIiHoM B12, ponnesoit kuc-
JIOTOA. YPOBEHDb CHIBOPOTOYHOIO Kejie3a B JUHAMUKE
(6e3 yrouHeHus jaThl 3a60pa aHannsa) 41-20,2-44 Mk-
MO7b/7. PeKOMeHTOBaHa TOCTIMTaIN3Al s B OT/E/IEHNE
renaronoruu B 'BY3 MKHII JI3M (LITHNMNT) ¢ uenbio
MIOZITBEPK/IEHN A CMHAPOMa IIepeKpecTa C ay TOMMMYH-
HBIM TelaTUTOM U PelleHNus BOIPOCca O Ha3HAYEHUN
TTTIOKOKOPTUKOCTEPOUTIOB.

C24.04.2015 r. HAXOAWUJICS Ha JIEUEHUU B OTIeTIEHU I
renatonoruu 'BY3 MKHI] [I3M (ITHUWT) ¢ gua-
rHO30M: [lepBUYHBII OMIMAPHBII XOMaHTUT, AMA
M2-no3uTnBHBIII BapuaHT, Ki1acc A (5 6annios) 1o
YHaitnpg-Ilpo. MELD 6. IlepBu4HBII T€MOXPOMATO3.
TacTpoasocdareanbHast pedmokcHas 607I€3Hb B CTAANI
aposuBHoro a3odaruta. [TION. XpoHudecKuii racTpur
C HaZlM41ieM XPOHMYECKUX 9PO3MIl B CTA[IUV PEMUCCUML.
SI3BenHas 60mesHb xenynKa u mykosuisl JIIK, pemuc-
cus. Ilepenom H/3 rpyAnHBL 3a epuO TOCIINTANIN3A-
LMY TTAIVIEHT KOHCY/TbTUPOBAH FeéMaTONOTOM, PeKO-
MEH[J0BaHO KpoBoIrycKaHue 1o 500 M/ 10 JOCTMKeHU s
ypoBHs reMorno6uHa 130 /1 1 HopMaIM3aIuy ypOBHs
beppuTHHa XeTaTOpbI XKee3a py HeadHeKTUBHOCTI
VIM IPOTMBOINOKA3aHUAX K KPOBOIIYCKaHMAM; 00-
crefioBaHye OMVDKANIINX POACTBEHHUKOB. Boinycan
15.05.2015 1. ¢ ynmydIieHnem, 3a MEPUON, TOCIIMTAIN3A-
L[VIY YMEHBIIVICA KOYKHBIN 3y T, AB/IEHN S aCTeHN3ALI I,
CHM3WINCH TTOoKaszareny xonecrasa (IIdD ¢ 6 Hopm 110 4;
I'TT po 10 HOpM). PekoMeH0BaHO IIPOXOTIKUTH IPUEM
VXK, HabnoeHe reMaTo/Iora, rernaTosora, racTpo-
SHTEPOJIOra, KOHTPOJIb Ta60PaTOPHBIX ITOKA3aTeseil.

C 2017 r. camocToATenbHO pexpaTni npuem Y I1XK,
Yy TaCTpO3HTEPOJIOTa, FelaToNora, TeMaTosora, Tepa-
eBTa 4 rofa He Habofacst. KOKHBII 3y, COXpaHsIICA.

OTMeyaeT BbIpa)keHHOE YXy/lIIeHNe COCTOAHMU A
¢ 2021 r., xorga BIEepBbIe MOABU/INCH HApYIIEHMA
CTyNa — iuapes o 2-3 pas B CyTKM, CAMOCTOATENBHO
HpMHMMAJ aKTVBUPOBaHHBII YIo/Nb 6€3 3HaAYMMOT0
KIMHU4IecKoro addekra, 3a MEAUIIMHCKOI ITOMOIIBIO
He o6pammancs. C 2022 1. oTMedaeT IOsIBIeHIe KCaH-
Te/IasM B TapaopONUTaIbHOI 06/1acTH.

B TeueH1e IOCTIeTHETO TOIa 6@CIIOKONUT KOXKHBIN 3YT;
M3MEHEHME OKPACKM KOXXHOTO MMOKPOBa — IOABMUIACHh
JKeZITyXa C CepOBaTO-ABIMYATHIM OTTEHKOM; yBe/TNIeHNe
XKVMBOTA B pa3Mepax; omyo(OpM/IeHHbII CTY/ 10 15-20
Pas B CyTKI, MHOTZA C IPUMECHIO /11131, 6e3 KpOBI; I10-
BBILIIEHHAs yTOM/LIEMOCTD; 60/Ib B IOSICHUIHOM M IPY /-
HOM OT/le/Ie I03BOHOYHIIKA, B IIPOEKIINN PeOePHDIX Iy T;
«XpycT» pebep ImpM JBIKEHMAX; HaII4Ue INIOTHOTO
o6pa3oBaHuA B 06/1aCTH I'PYAVHBL; 001I1asA C1aboCTb.
B cBA3M ¢ cOXpaHeHNeM BBIIEYTIOM AHY THIX CMMITOMOB
B (heBpase 2024 1. 06PATIICA K YIACTKOBOMY TEPAIIEBTY,
HasHa4eHo fo006/IefoBaHue. B 6noxnMudeckoM aHanuse
kpoBu ot 15.02.2024 r. — AJIT 94 En/n; ACT 301 En/m;
1D 818 Ex/m; I'T'T 302 En/n; kanbumii 2,09 MMOIb/I1; 06-
1t 6vpy61tH 340 MKMOJIB/JT; CLIBOPOTOYHOE XKETIE30
30 Emonb/m; CPB 37 mr/n. TociuTanusnpoBaH B OTAeNe-
Hue ractpoanTteponorun bY300 «OKb». IIpn ocmotpe:
JKEJITyXa C CepOBATO-AbIMYATBIM OTTEHKOM, CKJIepbI
UKTEPUYHbIE, KCAHTENa3Mbl Ha BEPXHUX U HIDKHUX
BeKaX, TeJIeaHTMOIKTa3!M Ha TepefIHell MOBEPXHOCTI
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TPYRHOI K/IeTKH, fedopMarys rpyuHsl. Kpaii meuenn
BBICTyTaeT Ha 11 cM us-mog; pe6epHOIt yTH, 3a0CTPEH,
IUIOTHBIN, 6y TPYUCTBII IPY NaJIbIIAIIAY; TAJIBIIUPYeTCS
HVDKHII TIOTTIOC Ce/Ie3€HK, BHICTYIIAeT Ha 4 CM M3-TI0f,
neBolt pebepHoIt fyTu (puc. 2-6).

Ilpu mocrynenny Ha cebs obpalany BHUMaHME —
TPOMOOLIUTOIIEHNS, ysemndenre COD B KTMHUYECKOM
aHa/M3e KPOBM; MOBBIIIEHNe 00611ero 6vmnpy6nHa 1o
18 Hopm, AJIT mo 3 mHopm, ACT no 8 mHopm, IID fo0 7
HopM, ITT no 6 HopM, CPB 110 9 HOpM B GMOXMMMIYe-
CKOM aHajIn3e KpOBU; PE3KO IOI0XKIUTeNbHbIE KeTIHbIe
IIMTMEHTBI, HeBbIpa>keHHa s JTeIKOLMUTY Py (10 6 KIIeTOK
B 1071e 3peHusi). IIpu 1006CcIen0BaHNM IO pe3y/IbTaTaM
MCKT opraHoB GpIOIIHO IOTIOCTY — IIPU3HAKY FeIIaTo-
cruteHoMeranuu (06beM Cele3eHKH YBeIdeH B 3 pasa),
He6O/IBIIOro acmTa ¢ ;Y Py3HBIM U3MEHEHMEeM CUTHAIA
OT NapeHXVIMBI IIeYeHM 3a CUeT CKOIJICHNA JKeTle3a, IpH-
3HaKaMU L[MppO3a eYeH!, IOPTa/IbHOI TUIIePTEH3NN.
ITo gauubiM DTTIC obpariaeT Ha cebst BHUMaHNe Ba-
PUKO3HOE pacliypeHe BeH nuuiesopa IA crenenn. ITo
sXOKappyorpadui — IUIaTalus 1eBOTo IpefCcepAys, He-
JIOCTAaTOYHOCTb MUTPA/ILHOTO K/IaTIaHa JI0 YMEPEHHO BbI-
paxxeHHOI1. ITpyt TabOpaTOpPHOM MCCTIEIOBAHIUM Y POBEHD
MeJIM B CHIBOPOTKE KPOBU YBe/IMY€EH /10 1,5 HOpM, ypOBEHb
nepynomnasmuHa - 0,415 exn. Bermonaeno MPT opranos
OpIOLIHOI TO/IOCTH — HPM3HAKY TeTIaTOCIVIEHOMETaInn
(06eM cermeseHKM yBenn4eH B 3 pasa), He60/IbIIOrO
acuuTa ¢ [ ysHBIM M3MEHEHVeM CUTHA/IA OT IapeH-
XMMBI TIeYeHM 3a CYeT CKOIUICHN S JKele3a, TIpyM3HaKaMu
LYPpO3a IeYeHM, IOPTaIbHOI runepreHsuu (puc. 7, 8)

Ha cranmoHapHOM 3Tame IPOBEJEHO JIeUeHUE
B 06'beMe — reaTOTPOIIHbIE IIPenapaThl, MHIMOUTOPHI
IIPOTOHHOI! TOMIIBL, ePMEHTBI, aHTHOAKTepUaIbHA L
Tepanus (LUIPOGIOKCALNH), JUYPETUKM, CIIA3MON-
TUKY, nHQy3noHHasA Tepanus, Gpreboromus Ne 1, ras-
Madepes Ne 2. Ha MOMEHT BBIINCKY — HOPMa/IN30BAJICA
yposenb COJ; cumsunca yposerb ACT o 6 Hopm, D
mo 3,5 Hopm, CPb o 5 HOpM.

ITanyeHT BBIIMCAH C KIMHUKO-Ta60PaTOPHBIM YTy d-
IIeHMeM, C PeKOMEHIALVAMI 10 HAOTIOIeHMIO KayK/ble

O6cyxaeHne

CoueTaHHOe TedeHMe remMoxpomarosa u I1bX ne na-
IIJI0 paHee CBOETO OTPAa’KeH! S B OTeYeCTBEHHOI TN-
TepaType, ogHako, Hultcrantz R. ¢ coaBropamy, eie
B 1989 roay 6bly1a NpeAIoIoKeHa B3aIMOCBA3Db Ha-
PYLIECHMA 9KCKpenuy xene3a 1 GeppuUTIHA KeTIbI0
NIpY UAMOMATNIECKOM TeMOXpoMaTo3e. ABTOpaMu
6BIJI0 IPEAIOI0XKEHO, YTO IPU TEMOXPOMATO3€
MepBMYHO yBEIMUNMBACTCA KOHIIEHTpalMs >Kele3a
B JKeT4N, a He B MeYeHN, YTO C TeYeHMEeM BpeMeHN
MOXKeT IPUBOANUTD K Pa3BUTUIO BOCIIATUTEIHHOTO
Ipolecca B Ke/TYHBIX IPOTOKAX C HAKOIIJICHUEM Ke-
Jie3a He TO/IBKO B TIApEHXNMe IIeYeH!, HO U B JKeT4M.
OKCIepUMeHTaNTbHO UCCIeOBATENN TOATBEPAUIN,
YTO yBeMYeH)e KOHLIEHTPAIUN JKele3a B >Kelmun He
6b1JI0 IPOIIOPIIMOHAIBHO YBE/TMYEHU IO HATPY3K I JKe-
ne3a B medenn. TOT GpaKT, 4TO 3amachl Keje3a B XXeadn
HOPMa/IN3yI0TCA, KOTa M30bITOK eYeH ! NCTOIAeTCSA
B pe3y/bTaTe BeHEeCeKIMM, yOeMTeIbHO JOKa3bIBaeT,
94TO OTpAaHMYEHHAs CIOCOOHOCTD OKCKPEII JKete3a
C JKeNYbI0 He SIBISAETCs MEPBUYHBIM Jje(peKTOM Hpu
reMOXPOMATOo3e, 1 OMTapHBII XOMAHTUT He SBIAETCS

3-6 MecsILEeB ¢ 00A3aTeNbHBIM UCCIEOBaHMEM OUOX M-
MIYeCKIX MapKepOB X0/IeCTasa, 001Iero aHaIsa KpoBl,
KeTIe3a CbIBOPOTKM KPOBY, heppUTIHA U TpaHCheppu-
Ha; TI0 COOTIONIEHIIO AMEThI C OTpaHMYeHMEM IPOIYKTOB,
cofiepyKaIuX Keme30 Y XKIP, PeKOMeHyeMasd SHepreTH-
yecKas [[eHHOCTD pannoHa 30-40 KKajI/KT MacChl Tena,
mpu Konudectse 6enka 20-30 T B CYTKH, [0 IOTHOMY
VCK/TIOUEHMIO a/IKOTOJ1sl; O MPOBEJIEHNIO B YCIIOBUAX
LleHTpa/IbHO pailOHHOI OOMBHUIIBI TePAIIEBTUYECKIX
KPOBOITYCKaHNII C HeJleTbHBIMM MHTEPBATAMM JIO Pas3-
BUTWSA YMEPEHHOI aHEMMII; TI0 TIPOJIOTKEHIO TIpuie-
ma YIIXK (13 pacdera Ha KMIOTPaMMBbI MacChl TeJa);
putamuba D 1000 ME B cytkn u 1000 Mr Kanpuus; o
UCCTIelOBAHNIO YPOBHA BUTAMIHA A B CBIBOPOTKE KPOBI.
YanuTbpiBasd, 4TO MALIMEHT ABAAETCA KaHAUJATOM IS
MTPOBENEHNA TPAHCIITTAHTAIINM TI€YEHN, €70 JOKYMEHTBI
HaIIpaBJ/IeHbl B LIEHTP TPAHCIIAHTOIOT MY C AVATHO30M:

OcHoBHOe 3a60/1eBaHye: VPPO3 IIEYEHN B UCXOTE
[epPBUYHOTO OMIMAPHOTO XOTAHTUTA, IEPBIYHOTO Te-
MOXPOMAaTO032, aKTUBHBI, CTaiM TaPEHXMMATO3HOI!
nexkommencanuu. Kmacc C mo Yannag-ITero. MELD 21.
IlopranbHasd runepTeHsuA: aCIUT, KOPPETUPYEMBIIL
MeUKaMeHTO3HO, ciyieHomeranusa. BPBIT 1 cT., cHu-
JKeHJe CKOPOCTY KPOBOTOKA B IIOPTATbHON 1 Cenese-
HOYHOII BeHaX.

Ocno>KHeHN A OCHOBHOTO 3a60/1eBaHyA: TUIIepC-
wieHN3M (Tpomboryronenns). Koarynonarus Ha pone
pedbunura K-saBucuMbIx GpaKTOpoB CBEPTHIBAHNUA.
OcTeornopos, 0CTOKHEHHBII ITATONMOTMYIECKIMI Tiepe-
nomamu. ITepesioM HMKHEN TpeTu IPyAUHBI (10 aHaM-
He3y). buknonosaa rammanarus (IgG, IgM).

ConmyTcTBylouine 3a60IeBaHMA: XPOHNYECKIIT
IIaHKPEaTUT, TOKCUKO-MeTab0IMueCKIit, 61IMapHBIIL.
JKKB. XpoHuyecknit KaabKyae3Hblil XOMELUCTUT.
I'SPB: Heapo3Hblit 930¢paruT. XpoHNIEeCKUIL Jyoe-
HUT, obocTpenue. SI3Bennas 6onesns JIIK, pemuccus.
Py6uoBas medopmanis TyKOBUIBI FBEHAfIIATUIIEP-
CTHOM KMmKu. Metabonndyeckas KapayuoMuONaTH.
Hunatanus nesoro npejcepausa. HegocrarounocTs
MUTPATBHOTO K/IallaHA YMEPEHHO BhIPA>KEHHAS.

crepncrTBueM remoxpomarosa [13]. BosBpamasce
K IIpeJCTaBIeHHOMY HaMy ClIy4alo, ClefyeT obpa-
TUTH BHUMaHNeE Ha TO, YTO IMALIIEHT CAMOCTOSTEIbHO
OTMEeHWJI Ha3HaYeHHYI0 MaTOTeHEeTNIeCKYI0 Tepamnio,
B yactHocTu ntpueM YIXK, koTopas obecneunBana
3aIIUTY XONMAHTUOIIMTOB OT TOKCUYECKOTO BO3fieli-
CTBUS TUPOOOHBIX XKUPHBIX KUCIIOT, JKere3a u dep-
putuHa [14]. Bes agexBarHoro nevenns I1BX nmeer
nporpeccupylolee TedeHne, IpuBojAllee K HUpposy
MeYeHN M BCEM ero OC/OKHeHMsIM. ba3oBbiMu dax-
TOpaMM pUCKa IporpeccupoBaHms 3aboneBaHms,
ACCOLMMPOBAHHOTO C IOBBIIIEHHBIM PUCKOM CMEPTH,
ABA0TCs mokaszartenu L@ v 6unnpy6uHa, My>KCKO
1071, JUATHOCTMKA B Bo3pacTe Monoxe 45 et [15].

C npyroii CTOpOHBI, IIeY€Hb — OCHOBHOE JIEIIO XKe-
7e3a, KOTOpOe IIpM Meperpys3Ke pearnpyeT B MePBYIO
ouyepenb, MOCKOIbKY XKele30 — MOLHbIN 9HIOT€HHbIN
MHIYKTOP CBOOGOZHO PafNKaIbHOTO OKVCTIEHN S, IIPH-
BOZSILIETO K Pa3pyLIEHNIO KI€TOYHBIX MeMOpaH I Ti-
6e/y KIeTOK, YTO B MCXOJe CTAHOBUTCS IIPUIMHON
LMPppO3a IeYeHN.
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Y manuenta K. kmaccudeckas popma remoxpoma-
TO3a, COIIPOBOXK/aeMas rpudeTbHOI MUTrMeHTaIel
KO>KHOTO ITOKPOBa M IMPPpo3oM NedeHn. CaxapHblit
mrabeT Ha MOMEHT TOCIIMTANN3ALNY He ObLI yCTa-
HOBJIEH, TIOMIMO MPOYETo MAI[eHTy PeKOMEeHJOBAHO
HabII0fleH e 11 UCCIefOBaHMEe TINKIPOBAHHOTO Te-
Morno61Ha B fUHAMUKe. VIHTeHCUMBHOCTS crienuduie-
CKOJT OKPacKM KOXXI OT O71eHO-CepOro Ko 6pOH30BO-
KOPMYHEBOTO 11B€Ta BAPbUPYET B 3aBUCUMOCTH OT
maBHOCTH 3ab6oneBaHusA. Hambonee BEIpaskeHO OKpa-
MIMBAETCA KOXKa JINIA, IIeN, BEPXHNX KOHEYHOCTET],
TIOAMBIIIEYHBIX BIIAJIUH, TeHuTanuit. Takxxe cTouT oT-
METHUTD, 4TO ManueHT K. - My>XK41Ha penpofyKTUBHOTO
BO3pacTa, KOTOPBIil B CHTY HESICHBIX 0OCTOSTENbCTB
He VIMEET JieTell 1 He XUBET PEerylspHON IONI0BON
KM3HDI0. MOXXHO IPEATION0XUTD, YTO MMEET MECTO
9peKTU/IbHASA JUCPYHKIMA, KaK C/IeiCTBJE HapyIle-
HUA paboThI OIOBBIX XeJle3 Ha poHe reMOXpoMaTo3a.

BBupgy camocToATEeNbHOI OTMEHbI HA3HAYE€HHOI O
7iedeHus, MalMeHT HOCTYIN B TaCTPOIHTEPOIOTMYe-
ckoe otgenenne BY300 «OKb» B ¢punanbHOI cTagum
passutus [IbX 1 remoxpomaTosa, c CMHAPOMOM Iepe-
TPY3KM JKe/Ie30M U IOopakeHVeM OpraHOB-MUIIEHeIT,
OCTEOIIOPO30M M MATONOTMYECKMMM TepeIoMaMu
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YBenuyeHvie neyeHun npm
onpefeneHun pasmepos
no M.I. KypnoBy no npaBoii
CPeAVHHO-KITIYNYHON Nn-
HUWM Y NaLMeHTa C reMoXpo-
MaTo30M 1 NePBUYHBIM
6UMapHbIM XONaHTUTOM.

YBenuuyeHune pa3mepos cene-
3€HKW y naumeHTa ¢ remoxpo-
MaTO30M 1 NepBnYHbIM
6I/IJ1VIaprIM XONIaHTNTOM.

KcaHTenasmbl B nepnop6u-
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TYLWIHOCTb CKNep y nauu-
€HTa C reMOXPOMaTo30M

1 NEPBUYHBIM GUANAPHBIM
XONaHTUTOM.
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OTmeyaetca runeptpodus
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paXKeHHaA crnneHomeranma.
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aHACTOMO3bl), Hebonblloe
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