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I'eMoXpoMaTo3 — COBpeMEHHOE COCTOSIHHE MPOOJIeMbI
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AHHOTaums

CHHAPOM Neperpysku XeAe3oM MOXET ObiTb CBSI3aH C PA3AMUHbIMM MPUOOBPETEHHBIMM COCTOSIHUSIMM M HACAEACTBEHHbIMMK hakTopamu. Ha-
CAEACTBEHHbIM FeMOXPOMATO3 SIBASIETCS HaMboAee pacnpoCTpaHeHHbIM FrEHETUHECKMM PAcCTPOMCTBOM. bes TepaneBTMUecKoro BMelaTeAb-
cTBa 3ab0AEBaHME MOXET MPUBECTU K PA3BUTHIO YIPOXKAIOLWMX KM3HU OCAOKHEHWI, TaKMX Kak LMPPO3, renaTtoLeAAoAsipHas KapLUmMHOMa.
B Aekumm OCBsiLLEHbI OCHOBHbIE BOMPOCH! NaToreHe3a, AMarHOCTUKM U Ae4eHUst remoxpomaTtosa. [prBeaeHo co6CTBEHHOE KAMHUYECKOe Ha-

OAlOAEHME.
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Hemochromatosis — modern condition of the problem
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The iron overload syndrome can be associated with various acquired states and hereditary factors. Hereditary hemochromatosis is the most
common genetic disorder. Without therapeutic intervention the disease can lead to the development of life-threatening complications such as
cirrhosis, hepatocellular carcinoma. The article presents data on pathogenesis, diagnosis and treatment of hereditary hemochromatosis. Own

clinical observation is given.
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AJIT — anannHamuHOTpaHcdepasa

ACT - acnapraTamuHoTpaHcgepasa
ITTII — ramma-riyTaMUATpaHCTIENTHA3A
HWIMT — unpuekc macchbl Teja

KBP — kocoit BepTUKaJIbHBIN pa3Mep
KKP — kpanno-kajyansHblii pa3mep
K®K - kpearundocokunaza

JITIBIT — nunonpoTenyib! BEICOKON MIIOTHOCTH

JITTHIT — nunonpoTeunibl HU3KOi MIOTHOCTH
MP-tomorpachuisi — MATHUTOPE30HAHCHAST TOMOTpachust
Y3U - ynbTpa3ByKOBOE UCCIIEIOBAHNE

UK — yupkyupytoriye MMMYHHbIE KOMITIEKChI

P — wenounas ocaraza

I'emoxpomaro3s — 3a6oseBaHNe, CBSI3aHHOE C HAKOMJIEHNEM
B OpraHM3Me BbICOKMX MaTOJIOTMYECKUX YPOBHEH Xenesa, 4YTo
NPUBOAUT K (PYHKIMOHAIIBHBIM HAPYIIEHUSIM HEKOTOPBIX Opra-
HOB. OOBbIYHO aGcopOuusl >Kejle3a XKECTKO Pperyiupyercs,
BCIIE/ICTBHME YETO OPraHu3M He CIOCOOEH BbIJIENSATh N30bITOK
>kene3a. M30bITOK Kesle3a HaKallMBaeTcs B KJeTKax B BUJie
reMocHjieprHa. DTO B KOHEUYHOM MUTOre MPUBOAUT K ruGesu
KJIETOK M 3aMEHE 3TUX KIJIETOK (pMOPO3HOI TKAHBIO, YTO BEJIET
K HapyLIeHUIO CTPYKTYPhI 1 pyHKuMK opraHoB. [Ipu remoxpo-
MaTo3€e BO3MOXKHO MOPa’KEHUE NMeYeHH, MOJIKeNNyI04YHO »KeJe-
3bl, CepALaA, LIUTOBUHON >Kelle3bl, CyCTaBOB, KOXKU, TOHAJl, T'1-
nocusa.

[Teperpyska >kene3oM, BbI3bIBAIOIAsl FEMOXPOMATO3, MO-
>KeT MPOUCXOIUTh TPeMsl CIIOCOOaMM: MaCCUBHOE MEpopajbHOe
notpebJieHe XKeJjie3a, MOBbIIeHHas abcopOLus Kenes3a Mpu
HOPMaJILHOM NOTPEeOJIEHUH Kesle3a, a TakxkKe Ype3MepHoe Npo-
M3BOJICTBO MJIM MAaCCOBOE, YACTOE MepeIBaHNE 3PUTPOLMTOB.

IIpn HacnencTBEHHOM TeMOXpoMaTo3e M30BITOK >Kejes3a
0OBLIYHO JICTIOHMPYETCA B MMAPECHXUMATO3HbIX KJIETKaX, TOr7a Kak
py TpaHC(y3UOHHOM FEéMOXPOMATO3€ OHO NMPEUMYIIECTBEHHO
IETIOHMPYETCS B PETUKYJIO9HOTEMANBHBIX KieTkax [1-3].

HacnepcTBeHHbI reMOXPOMAaTO3 BKIIKOYAeT B ceOsl rpymmy
FeHEeTUYECKUX HapYIIEHUI, XapaKTePU3YIOLUXCS MOBBILLECH-
HOH abcopbument xesne3a. [IpeobnagaroniM MEXaHU3MOM B
GOJILLIIMHCTBE THUIIOB HACJE[ICTBEHHOI'O I'eéMOXpoMaTo3a siB-
nsieTcst 3(pPeKT rencurHa, KOTOPbIN UTPAeT KIIF0YEBYIO pOJib
B romeocTase xene3a [4—6]. ['encujiud cuHTe3UpyeTCs riaB-
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HbIM 00pa30M B renaToLUTax U KOHTPOIUPYET KOHLEHTPALUIO
2KeJjie3a B IJIa3Me IyTeM CBSA3bIBaHUs C (DEPPONOPTUHOM (TaK-
ke HaszbiBaeMbiIM SLC40A1l), eIMHCTBEHHbIM W3BECTHBLIM
TPaHCMEMOPAHHBIM TPAHCIIOPTEPOM Kelle3a U3 TKaHeil JOHO-
poB xeje3a. PepponopTUH SKCIOPTUPYET >KEJIE30 U3 IBEHA-
ALUATUIEPCTHOM KUINKW, U3 MakKpodaros U renaTOLUTOB.
B nnasme >kene3o cBs3bIBaeTCA ¢ TpaceppuHOM, TaKUM 00pa-
30M, HAaCBILIEHHOCTD XKeJle3a TPAHC(EPPUHOM B CPEJHEM CO-
crasisieT 35% (cpefHee yTpeHHee 3HaueHue). [encunuy uxru-
6upyeT ocBOOOKIECHNE XKeje3a 3 MakpogaroB (U3 CTapbixX
SPUTPOLUTOB U (DEPPUTHUHA), FENATOUUTOB U SHTEPOLUTOB JIBE-
HaIUATUNIEPCTHON KUILLIKY ITyTeM CBSI3bIBaHUS C (heppONOPTHU-
HOM. A 1Ipu OTCYTCTBUM (hEPPONOPTHUHA BBIXOJ KeJle3a U3 3H-
TEPOLUTOB, FENaTOLUTOB U Makpodaros 6J10kupoBaH. Takum
00pa3oM, refCUjIMH CHUXKAET YPOBEHb BCAChIBAHUS XKeJle3a B
KMUIEYHUKE, CHIKAEeT YPOBEHb OCBOOOXKAEMOro Xene3a U3
renaTouUTOB U Makpo(aros, 4To NPUBOAUT K HU3KOMY YPOB-
HIO 2KeJle3a B I1a3Me U MOBBILIEHUIO B TKAHSIX.

ITpuunHOIi HACNIEACTBEHHOIO FEMOXPOMATO3a SBJISETCS My-
tauust B rene HFE. Bnepsble gedexr B rene HFE onucan B
1996 r., KOoTOpHIil IPEACTABISIET COO0I MyTaLUIO, IPUBOJS-
LIYyI0 K 3aMeHe TMPO31HA HA LIUCTENH B IOJIOKEHUN aMUHOKHC-
noTbl 282 (C282Y) [7]. MyTtauus B rene HFE BbI3bIBaeT NoBbI-
LIEHHYO0 abcopOLuIo XKene3a, HeCMOTPsI Ha HOpMAJIbHOE I0-
Tpebnenue xene3a. beiaok HFE perynupyeTr npon3BojcTso
rencupuHa. ITanuenTsl ¢ HacIeACTBEHHbIM FEMOXPOMATO30M
romo3urotbl C282Y cocrainstor ot 80 0 85% [1, 8].
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CylLecTBYIOT elle /IBe MyTallK: OfJHA — CBSI3aHHAasl C 3aMe-
HOW acrnapTaTa rMCTUAMHOM B nojiokennu 63 (H63D), u BTO-
pas — 3aMmeljaroliass LUCTEMH CEPUHOM B IOJOXKEHUU
65 (S65C). DT MyTauuK He CBSI3aHbl C CUH[IPOMOM NEPErpy3-
KM Kelie3oM, ecnu Toiabko C282Y He sBIsIeTCS COCTaBHOM
yacTbio retepo3urotsl C282Y/H63D unu C282Y/S65C. Ta-
kuM o6paszoM, HFE-accouuupoBaHHast ¢hopMa HaclIeICTBEHHO-
ro reMoXpomaro3a MOXeT ObITh BepuduurpoBaHa npu Gec-
CUMITOMHOM TeuyeHun 3aboneBanust. COOTBETCTBEHHO, FEHETH-
YeCKHi1 UArHO3 MOXKET OBbITh NPUMEHEH y MaLeHTOB, Y KOTO-
PbIX FEMOXPOMATO3 €lle HEe MPOSBUIICS (DEHOTUNNYECKU. DTa
rpyIna NayueHToB ¢ TeHeTUYECKO MPEPacooXKEHHOCTBIO K
reMoXpoMaro3y. ¥ reTepo3UroT MOBbILIEHHbINH PUCK Pa3BUTHUS
narabeTa Mo CPAaBHEHUIO ¢ OOLLEH MONyJsiyeil, MeXaHu3M pa3-
BUTHS TIpM 3TOM HeusBecTeH [9—11].

Panee cunrTanock, 4To y BceX MALMEHTOB C e(hEeKTOM I'eHa
HFE co BpemeHeM nmposiBUTCS KIIMHUKA reMoxpoMaTosa. OnHako
B HACTOsIIIee BPeMs BBISICHEHO, YTO (heHOTUNMMYECKas 3KCIpec-
cusl BCTpevaeTcsl JUllb y NpuonusutensHo 70% roMo3uroT
C282Y u 'y meHee 10% u3 HUX pa3BUBACTCs TSLKENAsk HeperpysKa
>KeJIe30M C MOBPEesKJIeHneM BHYTpEeHHHUX opraHos [12, 13].

B Tadnmue npeicTaBieHa KiaccuMuKanys CHHPOMOB Te-
Perpy3Ku >Kejie30M B 3aBUCUMOCTH OT IIPUYMHBI €T'0 BO3HUKHO-
BEHMUSI.

B 3aBucuMocTy OT MpUYMHBI pa3BUTHS 3a00JIeBaHUs Malu-
€HTOB C CHUH/POM NEPErpy3Ku >KejIe30M MOXKHO MOAPA3AEIUTh
Ha 4 rpynnbl: NalUEeHTb! C HACTIECTBEHHbIM FeMOXPOMATO30M,
MALMUEHThI C BTOPUYHBIM T'€MOXPOMATO30M, BbI3BAHHBIM pa3-
JIMYHBIMU IPUYMHAMM, 1 HEOOJIbILIAS TPYIINA MALMEHTOB, KOTO-
past BbIAEJIAETCS KaK «Pa3HOE».

ITpuunHON BTOPUYHOIO réMOXPOMATO3a SBJISETCS] 3PUTPO-
no3Tuyeckuil remoxpomaro3. Haubonee yacto aTo npoucxo-
[UT B pe3yJbTaTe OCHOBHOI'O 3a00JI€BaHUsl KPOBH, TPU KOTO-
POM 3PUTPOLUTBI UMEIOT COKPALLEHHYIO NTPOJOJIKUTENbHOCTD
>KU3HU. DTa rpynna 3a00JeBaHuil BKIIOYAeT B ce0sl xKele30/e-
(pULUTHYIO aHEMUIO, TATACCEMUIO, CUAIEPOOIACTUYECKYIO aHe-
MHIO, XPOHUYECKYI0 TEMOJIMTUYECKYIO aHEMUIO, arjlacThye-
CKYIO aHEMUIO, MMPUIOKCUH-UYBCTBUTEJIbHYIO aHEMUIO, HEJJO-
CTaTOYHOCTb NMUPYBATKUHA3BI.

CuHpOM neperpy3Ku Xejne30M MOXKET BOSHUKHYTh Y Ma-
LMEHTOB, KOTOPbIE TOIyYalOT JIUTENbHbIE Y MHOKECTBEHHbIE
nepenuBaHmsl 3puTpouuTapHoil Maccbl. Kak BugHO u3 Tadau-
1[I, IPYr'HUe JOCTATOUYHO PeiKue 3a00sIeBaHysl, TaKue Kak, Ha-
NpUMep, OpUpHsL, TAKXKE MOTYT BbI3BATbH CUHAPOM MEPerpy3-
KM KEJIe30M.

Haxownen, upe3amepHoe notpebieHne Kene3a MOXKeT Bbl-
3BaTh FeMOXPOMaTO3. MI3BECTHBII McTOpUYECKUll (haKT: yIo-
TpeGiieHue N1Ba, NPUrOTOBJIEHHOrO B CTAJbHbIX OapabaHax,
SIBUJIOCH TPUYMHON CHHPOMA Meperpys3ku Keje3oM. Takxke
nepefio3upPoBKa NpenapaTaMu Xee3a MoKeT CTaTb PUYMHON
CUHJIpOMa Neperpy3ku xene3oM. Hajo NOMHUTE, UYTO MHOTHE
Ge3penenTypHbIe NUILEBbIE JOOABKU COAEPKAT Kelle30 B J10-
CTaTOYHO GOJBLION JO3UPOBKE, MOITOMY HEJIOIYCTUMO UX Oec-
KOHTPOJIbHOE NIPMMEHEHHE .

CuMnToMb! 3a60/1€BaHUs 3aBUCSIT OT OpraHa, KOTOphblil 60-
Jiee BCEero MOPaKeH, OJJHAKO MOYTH BCE MALUEHThI KAy TCS
Ha 3HAUUTEIbHYIO C1ab0CTh U ObICTPYIO yTOMIIsieMocTh. Huka-
KUX crneguUyeckKux CUMITOMOB FeMOXpPOMAaTo3a He Cyllle-
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Kaaccudpmkaums npuumMH cMHApOMa neperpyskm >keAe3om

1. HacnencTBeHHBI FeMOXPOMATO3, CBSI3aHHBIN
¢ myrammein HFE:

C282Y/C282Y

C282Y/H63D

npyrue HFE myTanym

2. HaciiecTBeHHbII reMOXpOMATO3, He CBSI3aHHbIN
¢ mytammein HFE, o6yciioBnennbrii:

I'emoysenmunom (HJV)

Penenropom Tpancgeppuna -2 (TfR2)

depponoprom (SLC40A1)

T'encupuaom (HAMP)

AdpukaHckoii neperpysKoii xenesa

3. BropuyHas neperpyska xeje3om:
XKenesonedunurHas aHeMust
Tamaccemust

CupepobsacTiueckast aHeMust
XpoHUYECKasi FeMOJIMTUYECKAsT aHEMHUS
AnutacTuueckast aHeMust
HenocTratouyHocTh MMpyBaTKUHA3KI
IMpupoKCHH-1yBCTBUTEIbHAS aHEMUS

4. CuHApOM napeHTepajbHON Neperpy3Ku xKejie30oM:
IlepenuBanue apUTPOLUTAPHOI MacChl

Bgepienue npenaparos keje3a

JuTenbHbIA TeMoinau3

5. XpoHuueckue GOJIe3HH MeYeH:
Iopdupun

I'enatut C

T'enatut B

AnKoronbHasi 60JIe3Hb IIEYeHU
Be3ankoronbHast 60J1e3Hb NeYeHU
[TopTokoBaJIbHOE LIYHTUPOBAHUE KPOBU

6. {ncMeTaboMMTHIYECKMI CHHAPOM Neperpy3Ku Kejie3oM

7. Ipyrue npu4MHbI:
HeonaranbHasi meperpyska >kenesa
AuepyJioniasmMuHeMust
Bpoxxnennast arpanceppunemust

ctByeT. Yalie Bcero guarHo3 CTaBUTCSl HA CTaauM 3a60seBa-
HMS, KOT/Ia YK€ MOCTpajan HeCKOJIbKO cucteM. OT nepBbIX
CUMITOMOB 3200J1€BaHKs /IO BEpU(UKALMH I1arHO3a MPOXOIUT
OOBIYHO HEe MEHee JIECSITU JIeT. Y KEHIIVH C TEMOXPOMAaTO30M
CUMINTOMBI 3200JI€BaHMsI MPOSIBISIIOTCS B 60Jiee MO3[IHEM BO3-
pacre, 4eM y MY>KUMH, U3-32 MEHCTPYaJIbHOI KPOBOINOTEPH,
MOTEepH «MATEPUHCKOTO Keje3a» BO BpeMsi 0EpeMEHHOCTH U
AHTUOKCUAAHTHBIM 3(p(PeKTOM ICTpPOreHa, u 3a60JeBaHne 10
HACTYIUIEHUSI KIIMMAKTEPUYECKOro Nnepruoja KINHUIECKHU HU-
yeMm cebsl He nposiBisieT [14].

IMpubmsurensHo y 50% y mauueHToB ¢ CUMITOMAaMU Ha-
CIIE[ICTBEHHOT'0 TeMOXpOMaTo3a HaOJIOIaeTCsl CaXapHbIid ina-
6eT, PUCK ero BOBHUKHOBEHMSI 3HAUMTEILHO BO3PACTAET y reTe-
posuror. Lluppo3 neuyenu npucyrcreyer y 70% nayveHTOB C
reMoXpoMaTo3oM. B aToii rpynne nauueHToB 3aMEeTHO MOBbI-
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I OTCyTCTBI/Ie CcMMnTOMOB I Hannine cumntomoB

PoacteBeHHuK 1 cTeneHn poacTea

y v

60s1eH reMoxXpoMaTo30M

TpaHcheppurH 1 GepPPUTHH CLIBOPOTKM KPOBU

A 4

A4

CbIBOPOTOUHbIV TpaHcheppuH < 45%
M HOpPManbHbIN GEePpPUTUH

CbIBOPOTOUHBbIV TpaHCheppuH > 45%
n/unn ysennyenune pepputmHa

v

HeT AaHHbLIX Ha reMoXpoMaTo30M

v

HFE reHotun

v

C288Y/C288Y
CoueTaHue reteposnrot  J . A
C288Y/H63D deppuTiH < 1000 Mr/n deppuTrH > 1000 mr/n
C288Y reteposuroTta M HOpMaJsibHble VAN NOBbILLIEHNE
nnn He C288Y neyeHouHbIe hepMeHTHI NeYeHO4HbIX GepPMEHTOB
A 4 ¢
VckniounTtb gpyrue + TepanesTuyeckoe +
3a6oneBaHuns neYeHn - KpOBOMyCKaHue Buioncus nedenn
VNN KPOBW + Groncus neveHn >

AAropuT™ AMarHOCTHMKM remoxpomaro3sa [3].

[IaeTcst 4aCTOTa reMaToleUTIONSIPHON KapIMHOMBI, KOTOpast
SIBJISIETCS. OCHOBHOW NPUYMHON CMEPTH.

[MopaxkeHue CycTaBOB MPU FreMOXPOMATO3¢e MPOSIBIISICTCS B
BUjie apTpairu (0GbIYHO BTOPOTO M TPEThEro MeTakaprnogaH-
reaHcKHX CcycTaBoB). [egopManyuy cycTaBoB MpH reMoxpoma-
TO3¢ OObIYHO HE HACTYMAET, XOTSI BO3MOXHbI JIereéHepaTHBHbIC
M3MEHEHHs CyCTaBOB. Y 3TUX MAalMEHTOB, KaK MPAaBUJIO, B CH-
HOBHAJTLHOM KMJIKOCTH MOXKHO HANTH KpUCTAILIBI upodocda-
Ta Kanbluys. 17151 moamapTpuTa pu reMOXpoMaTo3e XapakTep-
HO, 4TO JIasKe MOCJie HOPMAJM3alMK 3aMacoB XKeJie3a OH MOKET
NO-NPE>KHEMY TPOTrPecCUpPOBATh.

OTyoXeHne 3Kejie3a B BOJIOKHAX CEPACYHON MBILIbI 1
KJIETKaX TPOBOJISILIEH CUCTEMBI Cep/illa MOSKET MPUBECTH K Ha-
PYIICHHIO PUTMa Cep/ila U/WITN INNISTALMOHHOM KapiMOMHUOMa-
THH, C PA3BUTHEM B JJAJIbHENILIEM CEPICYHON HEJIOCTATOYHOCTH.
B HEKOTOpBIX Cilydasix MPOUCXOAUT MOJHAS KOMIIEHCALMSI Jie-
BOXKETYJJOUYKOBON HEOCTATOYHOCTH MOCIe HOPMAaJM3alyn
YPOBHsI >KeJe3a B opranusme [9 — 12].

[Tpu reMmoxpomMaTo3e BO3MOXHO Pa3BUTHE TMIIOrOHAIM3Ma
¥ COOTBETCTBEHHO MMIOTEHIMHU, O0YCIIOBIEHHOIO T'MIoTAaNa-
MHUYECKON W/WiM rUnogu3apHOi HEIOCTATOYHOCTHIO, TIPUBOJIS-
el K HapyIIeHUIO BLICBOOOXK/ICHHSI TOPMOHA TOHA/IOTPONIMHA.
B cayuasix npeBbIlIEHUS 3aMIACOB JKelie3a B MATh pa3 u 6ojiee
BO3HMKAET TMNEPNUTMEHTAIMS KOXKHU, KOTOpas SIBISETCS pe-
3yJIbTaTOM OCaKJICHUs Kelie3a 1 MeslanuHa. [leperpy3ka ske-
JIe30M MakpoaroB MOXKeT MPUBECTH K HAPYILLICHUIO (haromu-
TO3a U CHUXKCHUIO MMMYHHUTETA, UTO MPUBOJIUT K YBEIUUCHUIO
pucka uHduuupoBanust ot Listeria, Yersinia enterocolitica n
Vibrio vulnificus. OTnoxeHue 3kejie3a B IIUTOBUHON XKeJe3e
OOBIYHO BbI3bIBACT MMIOTUPEO3.

J1nst pa3BepHYTO# CTa iU FeMOXpoMaTo3a XapakTepHO Ha-
JIM4re UMppo3a MeYeHu, CaxapHoro auadeTa v MUrMeHTaluuu
KOXM (TaK Ha3bIBaeMblil OPOH30BbLIN AMabeT). Y MauueHToB,
3JI0yNOTPEOJISIOIMX ATKOroJieM U MH(PUIMPOBAHHBIX IenaTu-
ToM Bupyca B u/unu C, naTosiorusi ne4eHu v MoKenyi0uHoMl
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>KeJIe3bl, CBSI3aHHAsl C FeMOXPOMATO30M, MPOTEKAeT 3HAUM-
TeNbHO TspKenee [1-3].

Ha cxeme npefcTaBlieHbl JUATHOCTUUECKHAE MEPONPHUSATHS
IpY NOJO3PEHUU HAa reMoXpoMaTo3. MI3BECTHO, UTO TOJIbKO
0k0J10 70% romo3uror C282Y UMEIOT NOBBILIEHHBIN YPOBEHb
(heppuTHHA, KOTOPBI COOTBETCTBYET yBEJINICHHIO 3aMacoB
Keje3a, ¥ JIMIIb y HeGOIBIIOro MPOLEHTa 3TUX MalUeHTOB
UMEIOTCS KIIMHUYecKue NposiBlieHust 3abonesanus. besycios-
HO, BCE TMAIVIEHThI C CUMIITOMAMH, KOTOPbIE MOT'YT HaOMIOAaTh-
Cs1 IPU TeMOXPOMaTO3¢e, TOJKHBI TPOXOJIUTH AajbHelIee 06-
clemoBaHue Ajsl UCKIrodeHus 3abonesanusi. Ocoboe BHUMAaHHUE
HEOOXOIMMO YZIeNSITh MAUEHTaM C HEMOTUBUPOBAHHO cllabo-
CTBIO, apTpaNTHeli, G0JIEBBIM CHHIPOMOM B IIPAaBOM BepXHEM
KBaJ[paHTe XXMBOTA, NMIIOTEHINEH, CHISKCHIEM JIHOHI0, CHH-
JPOMOM CEPJCYHOM HEJOCTATOYHOCTH, TUTMEHTALUEN KOXHU,
HanuuueM fabeta. Kpome Toro, y Bcex NalueHTOB C renaTo-
Meraiyeil, TUTOIUTHICCKIM CHHIPOMOM, TIPH HUPPOTHIECKON
cTagnuy 3a00JIeBaHUS HEOOXOAUMO KPOME BCEX BO3MOIKHBIX
3TUONIOTMYECKHUX MPUYUH 3260/1€BaHNS TOMHUTH O BO3MOYKHO-
CTH reMoxpomaro3a. be3ycnoBHo, Hac/leICTBEHHbII FeMOXpo-
MaTo3 0JIKeH OBITh UCKITIOYEH y OONBHBIX, IMEIOMHUX POJ-
CTBEHHUKOB | cTemneHn poficTBa CTPajlafoIUX TeMOXPOMAaTO-
30M.

HccnepoBanue HOJDKHO HAUMHATBCS C U3MEPEHUs HAChILLE-
HUSI CBIBOPOTOYHOTO TpaHC(hepprHa MM KOHIEHTpalun ep-
pUTHHA B CBIBOPOTKE KpoBH. CllelyeT OTMETHTD, UTO OIpefie-
JieHre TpaHcepprHa B CIIydasx 3pUTPONOITUYECKOTO reMo-
Xpomarosa He cToub 3(h(hEKTUBHO 151 BepUbUKALUKU CUHAPO-
Ma neperpysku xene3oM. CrneuuuyHocTb (heppuTUHA BO
MHOTOM 3aBHCHUT OT HAJIM4MS BOCTIAJITELHBIX 3a00IeBaHMIA.
Ecnu ypoBenb ¢pepputuna Boiie 200 MKIr/1 y >KeHIIUH WA
300 MKI/1 y MYy>KUMH WM HachlleHue TpaHceppuHa Gojee
40% y xenuuH unu 50% y My>K4uH, HEOOXOAUMO NPOBECTU
HanbHellIIee TeCTHPOBAHNE AJISI UCKITIOYEHNS] TeMOXPOMAaTO3a
[1,2,10, 11].
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CornacHo peKOMeH/alrsIM AMEPUKaHCKON acCOLUALIN O
n3yuenuto 6onesneit neyenu 2011 r. (AASLD 2011) B ciyuae,
€CJI1 y NALUEHTOB ChIBOPOTOUHBIN TpaHcheppuH <45% U HOp-
MaJIbHbI YPOBEHb (PepPUTHHA, TO AUATHOCTUYECKUI MOMCK
MOJKEeH ObIThb MPEKpalleH, AaHHbIX 32 FeMOXPOMAaTO3 HeT.
B Tex caydasx, Korjga cbIBOPOTOYHBIA TpaHcheppuH 245%
W/WNM yBEJMUYEH YPOBeHb (DepPUTHHA B CHIBOPOTKE KPOBH, TO
MPOJIOJIKAETCS IMarHOCTUYECKUiA TToucK [3].

CrieplyroliuM 1aroM JUarHoCTUYECKUX MEPONPUSITUIL SIB-
JseTcsl reHeThuueckoe rnccnefosanue — onpefenenne HFE re-
Hotuna. [Ipu BbisiBIeHUr romo3urotsl (C288Y/C288Y) nuar-
HO3 HACJIEJICTBEHHOTO0 reMOXpoMaTo3a MOITBEPK/ieH. DTa op-
Ma B OCHOBHOM IIPUCYTCTBYET B MOMYJISILIUSIX CEBEPOEBPOINEii-
CKOro npoucxoxyeHus, rae opgut u3 200-300 yenoBek roMo3u-
rotsl [15]. XoTs pacipocTpaHEHHOCTh TOMO3UTOTHOCTH AJISL
myTauuu C282Y BbicOKa, eHeTpauusi 60J1e3H1 OTHOCUTENBHO
Hu3Kas. [lo MHEHHMIO pa3MYHbIX aBTOPOB, B cpefiHeM y 1-33%
rOMO3UTOT Pa3BUBAIOTCS KJIMHUYECKKE TPOSIBJICHUS 3a00J1eBa-
HUSI, CBSI3aHHbIE C TIeperpy3koii kene3oM [15—18]. 3aTem nast
BepU(UKALUK IMATHO3A U ONpeJeNieHUs] TAKTUKY BEJICHUS Ma-
LMEHTa HEOOXOMMO OLIEHUTh YPOBEHb aKTMBHOCTH AMUHO-
TpaHcepas U KOHUEHTpayy (peppuTHHA B ChIBOPOTKE KPOBU
(<1000 mr/m w/mmm >1000 Mr/i), 1 B 3aBUCIMOCTH OT 3THX TIO-
Ka3aTeJseil IPUHUMAETCS pellieHE O TepaneBTUUECKON TaKTH-
K€ M HEOOXOMMOCTM TPOBEJCHUS MYHKUMOHHOW OMONCHUU
neyeHu (CM. cxemy).

Y nayuenToB npu coueranuu rereposuror C288Y/H63D, a
takxke C288Y rereposuror uinu ve C288Y — HE0GX0AMMO THIA-
TEJIbHOE UCKJIIOUEHUE APYTUX 3a00JIeBaHii EYEH! UM KPOBU
(mpu HEOOXOAMMOCTM TMPOBEJIEHWE MYyHKLUUOHHON OHOINCUU
MEeYeHU) U 3aTeM NMPUHUMAETCS pPelIeHue O JieYeOHbIX KPOBO-
MyCKaHUSX.

Het nocToBepHbIX 10Ka3aTENbCTB TOIO, YTO T€ UJIM MHbIE
AMETbI BJIUSAIOT HAa BO3HUKHOBEHUE WM IPOrPECCUPOBAHUE T'e-
Moxpomaro3a. OHAaKO HEKOTOpble aBTOPbI CUMTAIOT, YTO
60JILHBIM HACJIEICTBEHHBIM FEMOXPOMATO30M MOKa3aHa IUeTa
C MCKJIFOYEHHEM Yasl U LIMTPYCOBBIX, KOTOPBIE, 10 MX MHEHUIO,
CrocoOCTBYIOT HakomyeHuto xene3a [19]. be3zycnoBHo, 60i1b-
HBbIM T€MOXPOMATO30M JIOJKEH ObITh CTPOro 3anpelieH ajiKo-
roJib, KOTOPBIi SBJSETCSI OCHOBHBIM I'€aTOTOKCHYHBIM Bellle-
ctBoM. Kpome Toro, 6b110 10Ka3aHO, YTO 3TAHOJ CHUXKAET
cuHTe3 rencuguna [20, 21].

Tepanueii BbIGOpa Mpy NEPBUYHOM reMOXPOMATO3€ SIBJISIET-
Cs KPOBOITyCKaHMe. Y MEHbLIas KOJIMYECTBO 3PUTPOLMUTOB, KO-
TOpBbIE SIBJISIFOTCSI OCHOBHBIM MOGMIIN3aTOPOM Xele3a B opra-
HU3ME, TEM CaMbIM YMEHbIIAETCS U CBOAUTCA K MUHUMYMY
TOKCHMYECKoe JieficTBue Keje3a. [TanueHTaMm MoxXeT noTpe6o-
Batbcst 50—100 kpoBonyckanuii B roj 1o 500 M1 KasKablid, 4TO-
Obl CHU3UTb YPOBEHb KeJie3a 10 HopMbl. Kak To/bKO ypoBeHb
>Kelle3a HopMaJu3yeTcsi, TpeOyeTcs TOXKU3HEHHOE, HO MEHee
yacToe KpoBoIycKaHue, 00bvHO 3—4 pasa B rofi. Lless kpoBo-
MyCKaHUsl COCTOUT B MOJJIEP>KaHUU YPOBHSI (peppuUTHHA HA
3HaveHnsiX 50-100 Mkr/n. B ciyyasix 3HaUMTENHHOTO CHIXKE-
HMS FeMOTJI00MHA TI0Ciie TPOBEEHKs KPOBOIYCKaHusl, LIeNeco-
006pa3HO COBMECTHOE JICUEHUE C SPUTPONIOITHHOM.

Ecau remoxpomaTo3 oOGHapy>KeH Ha paHHel cTauu 3a60-
JIeBaHMsl, JIeYeHUE KPOBOMYCKAHUEM MOXET MPEelOTBPaTUTh
AUCHYHKUMIO MOPAXKEHHbIX OPraHOB U TEM CaMbIM YBEJIMYUTh
MPOAOJIKUTENILHOCTD XKU3HU 00JIbHOTO. TeM He MeHee, MalyeH-
ThI PEAKO >KUBYT OoJiee ABYX JIeT MOCJIe IIOCTAHOBKY JJUarHosa,
B CJIy4asiX MO3/{HE! AMArHOCTUKU Ha CTAIUM PA3BEPHYTHIX KIIM-
HUYECKUX MposiBaeHuit [22, 23].

CornacHo EBporneiickoii accouyanyy 1o u3y4eHuIo NeueHn
(EASL 2010) noka3aHueM K Jle4eGHOMY KPOBOILYCKaHUIO SIB-
JISIeTCs! TIOBBILIEHHbIN YPOBEHb (DEPPUTHHA B CHIBOPOTKE KPO-
BU. PekomeHj0BaHO NpoBeieHNne Je4eOHOr0 KPOBOMYCKaHUs
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o6bemom 400-500 Mt 1 pa3 B Hepemmo w1 pa3 B 2 Hefenu 10
poctkeHust ypoBHs pepputuHa <300 mMKr/n. 3aTem mpoBo-
AUTCS MOXKU3HEHHOE TOJIepKUBaloLee KpOBOIyCKaHUe, Ypo-
BeHb (heppUTHHA peKoMeHoBaH <50 Mkr/i [1].

T"apnaitn AMeprKaHCKOH acCcoUMalyy 1Mo U3y4eHuto 6ones-
Hert nmeuenu 2011 r. (AASLD 2011) pekoMeHAyeT HaUNHATH Te-
panuio npu MOBbILICHHOM ypOBHE (DEppPUTHHA y MAMEHTOB C
HaluuueM uim 6e3 KIIMHUYECKUX NPU3HAKoB 3abosieBanus. Pe-
KOMEHJIOBaHO TpoBefieHre KpoBomyckanuit mo 500 mi 1 nmm 2
pasa B HEJIeNIO 10 JOCTUKEHUs 11eJIEBOr0 YPOBHS (peppUTHHA
50-100 MKr/11, ¥ 3aTeM AaHHBIN YPOBEHb (heppUTHHA HEOOXO-
[MMO TMOJYIEP>KUBATh TIOXXU3HEHHO [3].

AnbTepHATUBHBIMU METO/IAMHU JICYEHUS SIBISIOTCS XeJa-
THUPYIOLME NpenapaThbl, KOTOPble PEKOMEH/IOBAHbI B T€X CIIy-
Yasix, KOrja KpOBOMYCKAHUS 110 TEM MM MHBIM MPUYMHAM He-
BO3MOKHBI 1 OOBIYHO HE PEKOMEH/IOBAHbI MPH HACIIE/ICTBEH-
HOM remoxpomato3se. be3yciioBHo, 1ieneBasi KOHIEHTpaLus
¢epputuna HuKe 50—100 MKI/i accouumpoBaHa ¢ BBICOKUM
PUCKOM pa3BUTHSI aHEMUU U TPeOyeT UCIOIb30BAHUS XeJIaTh-
pyroiux npenaparoB. Deferasirox — HOBbII XeJTaTUPYOWIMIA
npenapar, oKa3aBIlinil CBOIO 3(P(PEeKTUBHOCTH MPH HaCeNl-
CTBEHHOM I'eéMOXpOMaTO3€, OJJHAKO BbICOKasl LieHa U renaTo- u
HE(PPOTOKCUYHOCTb 3HAUUTENIBHO CHUXKAIOT CHIEKTP €ro npu-
MeHeHus [24].

Euie ofHMM MeTOIOM Tepammu reMoXpomaro3a SBISeTCs
apuTpouuTodepes, OHAKO OH He MOJYYMJI LIMPOKOTo pacnpo-
CTpaHEeHUs U3-3a BBICOKOI CTOMMOCTH U MEHbLIEN 3¢h(peKTUBHO-
CTH B CpPaBHEHUH ¢ KpoBomycKaHueM [23]. B HekoTopbIx paGoTax
TIPOAIEMOHCTPUPOBAHO, UYTO 80% MAIMEHTOB MPEIIOWIN IPUTPO-
muTodepe3 BMecTo (paeG0TOMUM. YMEHbIIeHNEe KOJIMYecTBa
NpOLEAYpP KPOBOIMYCKaHUs! C OMOIIBIO 3pUTpOLMTOdEepe3a Tak-
K€ MOXET O0Ka3aTh MOJIOKUTENbHOE BIMSHUE Ha COOIIOfieHNe
TIPOJIOJKUTENILHOTO MOJIEP>KMBAOLIETo JeueHus [25].

B Hacrosiee BpeMst pa3pabaThbIBalOTCS! TaKME METOJIbI Te-
panuu, Kak MUHU-TencujivH, aronuct BMP6 n anraronuct TM-
PRSS6, xoTopble, BO3MOXKHO, OY/IyT IOCTYIHBI IO CTOUMOCTH
Tepanuu, He OyyT UMEThb Cepbe3HbIX MOOOYHBIX 3(P(PEKTOB U
OGy/lyT UCNONB30BATHLCS VISl TEPANUK HACJIEICTBEHHOIO reMo-
XpoMaTo3a.

B 3akntoueHne npuBogrM COOCTBEHHOE KJIMHMYECKOEe Ha-
OJIIOfIEHNE .

Bonbhas K., 1958 r. p., o6paTunack 3a KOHCyJIbTalyen B
2015 r. mo noBoy HEMOTHMBUPOBAHHON CIa060CTH, MOBBILIECH-
HOM YTOMJIIEMOCTH, KOTOpbIe OECTIOKOAT MALMEHTKY Ha MPOTS-
>keHnu okoso 10 ner. C 2007 r. (c 49 ner) npu MHOTOKPaTHOM
aMOyJIaTOPHOM U CTAlIOHAPHOM OOCIIEI0BAaHUM BbISIBJIEH LIU-
TOJMTUYECKUI CUH/IPOM C MOBBILICHUEM AJIAHMHAMUHOTPAH-
cepasbl (AJIT) u acnapraramunorpancgepassl (ACT) ot 2
1o 4 HopM. [Ipyrue 6MOXMMUYECKUe MoKa3aTesld KpOBU: OUIH-
pyouH, kpeatunpochokunaza (KPK), xonecrepun, nunonpo-
Teubl Bbicokoil mnotHoctu (JITIBIT), wenounas pocaraza
(I1®), ramma-rinyramuntpancnentupasza (I'TTII), caxap kpoBu
u ip. Bceraa O6buti B HopMe. [TaumenTke npoBogusiocs oocieo-
BaHUe — MCKMoueHbl BUpycHbIil renatut B, C, D — HBsAg, an-
ti-HCV, HBV-ITHK u HCV-PHK MHOrokpaTHO oTpuLaTeb-
Hble. Mapkepbl ayTOUMMYHHbIX 3a00j1eBanuil neyeHu ANA,
AMA-M2 ,LKM-1, LC-1, SLA/LP u nip. He BbISIBJICHbI TaK3Ke
NP MHOTOKpPATHOM o6ciefnoBanuu. Llupkynupytoiume uMMyH-
Hble KoMmuiekcol (LHUK) He Haiipenbl. O61muil 6e510K, ypoBeHb
ramma-riio0yJMHOB BCerjia HaXouiIuch B Hopme. [Tanuenrka
HHKOIIa HE 37I0YNOTPeOJIsia U He 3710yNOTPeOIIsIeT alIKOroJieM.
JlexapcTBeHHbBIE IpenapaThbl 1 GUOIOTUYECKH aKTUBHbBIE 00aB-
K1 HE IPUHUMAJIA.

[Ipy MHOrOKpaTHBIX YJbTPa3BYKOBBIX HCCIECIOBAHUSX
(Y3W) oprannueckoi naToJIoruu He BoisiBlieHo. Tax, npu Y 31
opranoB 6proiHo nosoctu ot 22.04.2015: neyeHb — KOHTYPbI
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[emMoxpomaTo3 — COBPEMEHHOE COCTOSTHUE MPOOAEMbI

POBHBIE, YeTKHE. DXOCTPYKTYpa yCUIIeHa He3HAYNTEIIbHO, TOMO-
reHHasl, MPU3HAKOB XOJNAHTUTA HeT. Pa3mepbl B HOpME — KpaHUO-
kaypanbHbli (KKP) pasmep neBoii fomu — 8,7 cM, KOcoii BepTu-
kanbHbIi pasmep (KBP) npasoit nom— 13,1 cm. BopoTHast Bena
1,2 cm, He pactumpena. Bpromnoit otaen aoptol 1,6—1,7 cm, He
pacuvipeH. Co CTOPOHbI OMIIMAPHOTO TPAKTA U JKEITYHOTO My3bl-
pst n3MeHeHui1 He HaifeHo. [logpkernynodnas xeses3a — KOHTYpPbl
POBHBIE. DXOCTPYKTYypa yCUJIeHa HE3HAYUTEINILHO, pa3Mepbl ro-
noBkH 2,3 cM, xBocTa 1,3 cM. [Toukn, cene3zeHka 6e3 M3MEHEHNUI.
3akoyeHne: He3HaunuTeNlbHbIe [ dy3HbIe U3MEHEHUS NapeH-
XUMBbI NIEYEHU U TIOJKEITYJOUHOI KeNe3bl.

30.04.2015 mpoBefieHa MarHUTOpe30HaHCHAs TOMOTpaus
(MP-Tomorpacpusi) OpraHOB GPIOIIHON MOJIOCTH 1 3a0PIOIINH-
HOrO NPOCTPAHCTBA B aKCUAJIBHOM, CATUTTAIBHON U (DPOHTAIIb-
HOW INIOCKOCTSX C LIAroM CKaHUpoBaHust 4-5 MM. 3akitoue-
HHE: rernaToMeranys Ha (poHe BbIpaKeHHbIX AU PY3HBIX HC-
Tpohruecknx M3MEHEHUIH MapeHXMMbl MEeYeHU MpeuMyllie-
CTBEHHO MO TUMY (PUOPO3HO-CKIEPOTUYECKUX, HENb3sT UCKJTIO-
4YUTh GOJIC3HU HAKOIJIEHUSI. Y MEpEHHbIE IUCTPOPUIECKUe U3-
MEHEHUS TAPEHXUMbI TTO/PKEITY/IOUHOM JKeJle3bl.

[IpoBenena dubposnacTromerpus neyenn — pudbpos 1-i
crenenn (FibroScan, Metavir 6,6 xI1a).

ITpu ocMOTpe coCTOSIHIE YAOBIETBOPUTENLHOE, CO3HAHUE
SICHOE, TIOJIOKEeHNWe akTUBHOe. [TalMeHTKa NpaBuiIbHOTO TeJIo-
CIIOXKEHMSI, HOPMAJIbHOI'O MUTaHUsl (MHAEKC Macchl Tena —
HUMT - 25 kr/m?). [lepucpeprueckux otekoB HeT. KoskHbIe
MOKPOBbI TEMHOTO LjBeTa, Nepudepuyeckue mumbaTuyecKue
y37bl He nanbnupyoTcs. Co CTOPOHBI JIbIXaTeNNbHOM, Cepey-
HO-COCY/IUCTOM, MOYEIOJIOBOH M IPYTUX CUCTEM MATOJIOTUU
He BBISIBJIEHO. 2KMBOT MSTKUIA, pU Naibnauuu 6e30051e3HeH-
Hblii. [IeyeHb Mo Kparo peOGepHOro Kpasi, 31aCTUYECKOI KOH-
cucTeHuun, 6e360se3HeHHas pu nanbnanun. Cene3eHka He
nanbIupyeTcs.

JJOnoMHUTENBEHO U3 aHAMHE3a BBISICHEHO: U3 NMePEeHECEHHbIX
3a00JIEBaHUII B IETCTBE OTMEYAET KOPb, CKapJIaTHHY 1 BETPSHYIO
ocny. B panHeM 1IKOIbHOM BO3pacTe Mpou3BefieHa TOH3UILIIKTO-
MHUSI TIO0 TIOBOJTy XpoHM4YecKoro TomswumTa. B 1988 r., B 30-net-
HEeM BO3pacTe, epeHecsa KIeleBoi sHuedanuT, 6e3 nocies-
CTBUA.

MeHcTpyanbHblil iepuop ¢ 12 1eT, MeHcTpyauun oouib-
Hele o 67 mHer. MeHonay3a ¢ 48 net, ¢ 2006 r. Bepemenno-
cTeil 6, 2 HOpMAILHBIX POJIOB, 2 pa3a MpepbiBaja GepeMeH-
HOCTb B MEIMLIMHCKOM yupexkaeHu. OHO caMOIpoOU3BOJIbHOE
npepbIBaHie 6EPEMEHHOCTH C OOMIIBHBIM KPOBOTEUYEHHEM.

o 2005 r. manmeHTKa 66112 TOOPOBOIBHBIM JIOHOPOM KPO-
BU, Bcero 8—9 anm3oy0B ciaun KpoBH.

Jannbie o6cnenoanust — AJIT 56 EIl/n (1,8 nopm), ACT
48 E[l/n (1,5 HOpMBI), MaHKpeaTHyecKas aMmuiia3a, ooumii 6u-
mupy6ud, ['T'TI, 1P, o6umit 6enoK, TpUrIMIepuIbl, XoJIecTe-
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puH, caxap kpoBu, xonectepuH JI[IBII u xonectepun numno-
npoteunioB Hu3Koy miotHoctu (JITTHIT) B HOpMe.

XKene3o coBopoTku KpoBu 44,5 MKMoub/1 (HOpMa
8,95-30,43 MKMOJIB/JT), TATEHTHAS KEJIC30CBA3bIBAIOIIAS CIIO-
co6HOCTh <7,3 MKMOITB/ (HOpMa 20 — 62 MKMOJIB/IT), TPaHC-
¢eppun 1,86 r/n (Hopma 2,5-3,8 1/11), % HaChILLIEHUS TPAHC-
¢eppuna 95,2 % (nopma 15-50 %), depputun 1444 Mkr/n
(nopma 10-120 mkr/m).

BosbHas NpOKOHCYNbTUPOBaHA HIOKPUHOJIOTOM — caxap-
HbII MabeT HEe OOHAPY KEH.

YuuThIBasi NOBBILIEHHE CHIBOPOTOUYHOrO TpaHCheppuHa
>45% 1 3HauUTeJIbHOE yBeJaUUYeHUe (peppUTUHA B CHIBOPOTKE
KpoBu 10 1444 MKr/1, AMarHo3 reMoXpoMaTo3a 6eCCIOpHbIN.
[Ipoussenen ananu3 o6pasuos [JHK Ha BbIsiBIeHre MyTauumil B
reHe HFE — o6napyzkena myTtauust C282Y (c.845 G > A) B ro-
MO3UTOTHOM cocTostHnr C.845A / ¢.845 A.

Takum o6pazom, quarno3 y 6ombHON K. — HacnencTBeHHbIN
reMoxpomaro3s, romosurotHast mytauus B rene HFE (C288Y /
C288Y) ¢ npenMy1IECTBEHHbIM NOPaKEHUEM TeUeHu, (hudpo3
1-11 crenienn (FibroScan, Metavir 6,6 xI1a).

[To3nHee nposiBieHne ¥ AMArHOCTHKA 3200JI€BaHMS B BO3-
pacte 58 net B 2015 r. 00yCJIOBIIEHbI AJTUTEIHLHON KOMIIEHCA-
uei 3a6071eBaHMs BBUTY MACCOBBIX KPOBOMOTEPh 32 CUET MEH-
CTPYaJIbHON KPOBH, IOHOPCTBA KPOBH, KPOBOIIOTEPH BO BpeMsi
npepbIBaHus 6EPEMEHHOCTH 1 POJIOB.

O6paiiiaeT BHUMaHKUe, YTO OT MOSIBJIEHUs NEPBbIX MPU3HA-
KOB 3a00JieBaHMs 10 BepuU(UKau1K IMarHo3a npouuio 8 ser!
BonbHoii ¢ konua 2015 r. Ha3HayeHa Tepanusi — KpoBOIyCKa-
are o 500 mut 1 pa3 B Hepremo. KpoBomyckanus maneHTKa me-
PpeHOCHIIa XOPOLIo, OTMeYalla 3HAUYMTEbHOE Yly4lleH’e B CO-
CTOSIHMM Y3Ke Moclie nepBoi npouenypsl. [IpoBoanscst KOHT-
PoJIb 06LLIEro aHasM3a KPOBU U (DeppUTHHA KPOBH, YPOBEHb KO-
TOPOTO MOCTENEHHO CHIKaJCs. Beero Ob110 mpoBesieHo 6oiee
100 xpoBomyckaHui 3a 2 TOfa, OTHAKO /IO HACTOSILLIETO BpeMe-
HU LeJieBoi ypoBeHb TpaHcdeppuHa (100 MKr/i) focTudb He
yJAJI0Ch U3-3a TOr0, YTO NMAlMEHTKa NePUOMYECKH NPOIyC-
KaeT MPOLEAypbl, OOBSICHSSI XOPOLIMM CaMO4YyBCcTBUEM. B Ha-
cTosiiee BpeMsl MaleHTKa MPOJI0JIXKaeT Tepanuio, yaaloch ee
yOeIuTh 0 HEOOXOAUMOCTH MOKU3HEHHON Teparnu.

Takum 06pa3oM, HEOGXOAUMO MOMHUTH, YTO TIPH HATMYUU
UUTOJIMTUYECKOTO CMHPOMA y MAlMEHTOB B IMArHOCTUYECKUI
MOUCK JIOJIKEH OBbITh BKJIIOYEH HACJIE[ICTBEHHbII reMOXpoMa-
T03. Tepanueil BIOOpa NMpY HACTECTBEHHOM reMOXpOMAaTo3e B
HACTOsIILEe BPEMsI OCTaeTcs KpoBolycKaHve. BoBpemst HauaTast
ajileKBaTHasl Tepanus M03BOJIsieT U36eXKaTh pa3BUTHUS UUPPOTHU-
4ecKoii cTafuu 3a00J1eBaHNsl U TEM CaMbIM YBEJIMUYUTh MPOJIOJI-
SKUTETBHOCTD KU3HU OOJIbHBIX .
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K craTtbe O.B. Knasee u coasm. «<KnerouHas repanusi nepuaHaIbHbIX NMPOSIBJIEHUH 00JI€3HI
Kpona »

Puc. 1. Cxema Beeaenus MCK B 06AacTb cBMIIEBOTO X0Aa [25].

Puc. 2. Beeaenne MCK B 00AaCTb CBMLIEBOTO X0AQ.

Puc. 3. Koaronockonus. boabnas I1., 38 Aet. Bnyrpennee Puc. 3. Koanonockonus. boabHas I1., 38 Aet. Buytpennee
OTBEPCTHUE CBMILEBOTO XOAA B HHMXKHEAMIYASIDHOM OTAeAe OTBEPCTHE CBMILEBOTO XOAA B HMXKHEAMNYASIDHOM OTA€A€
npsmMoi Kuukn A0 BBeaeHnss MCK. npamoi Kuwku A0 Beeaenmnss MCK.




K cratbe O.B. Knssee u coasm. «<Kinerounas Tepanusi nepuaHaJIbHbIX MPOSIBIEHUI 00JI€3HI
Kpona »

UcxoaHbin MHAGKC 12 Hep,. 26 Heg.,

O1rpynna O2 rpynna O 3 rpynna

Puc. 5. Aunammka UMABK B rpynnax 60AbHbIX.



