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C1y4ail 3 MpaKTHRH

[lepBiruHblii reMoXpoMaTo3, coueTaHHbI
¢ TUIePXPOMHON aHeMueil ¢JI07KHOT0 reHe3a

o Al bapanos™, 10.11. Tanonenxo™, A.Jl. Ilapamonos™*, A.T. Bysun™

I'emoxpomMaTo3bl — rpymmna 3a00JeBaHUIA,
XapaKTepU3YIOIINXCsl HAKOTUICHUEM 3Kejie3a B
OpraHusMe, OTJIOXKEHHEM eTO B IeUeHH, IO/~
JKETyOYHOU XeJe3e, JIETKNX, KOXe, Cepille,
CycTaBaX, YTO COTIPOBOXIAETCS HapyIIeHUEM
(YHKLIMM 3TUX OPTaHOB.

IlepBuuHbIii (HACIEACTBEHHBI) reMOXpoOMa-
TO3 B €BPOICHCKON ITOMYJISIIIUU CBSI3aH C TO-
yeyHoit myTaiueit rena HFE (6enka, KoHTpo-
JIMPYIOIIETO CPOJICTBO pellenTopa TpaHchep-
pYIHA K JIUTAHAY). DTO IPUBOAUT K MOBBIIIEH-
HOMY BCaChIBaHUIO XeJie3a B TOHKOI KHUIITKe 1
HAKOIUICHUIO €r0 B MAapeHXMMATO3HEIX Opra-
HaX B CBSI3aHHOM C (eppUTUHOM Buze. [emo-
XpOMATO3bl, CBSI3aHHbIE C JPYTMMU Te€HaMH,
peIKu W HaOII0JAIOTCS B OTPAaHUYEHHBIX 3T-
HUYECKUX IPYTIIaXx.

Cunzpom neperpy3ku xeine3om (CITXK), Bo3-
HUKAIOIIWI TIpA TIEPBUIHOM TeMOXpPOMAaTo3e,
HabJogaeTcs U MpU MHOTUX APYTUX 3a00JieBa-
HUSIX, TP KOTOPBIX OH HOCUT BTOPUYHBIN Xa-
paktep. CooctBenHo CITDK mmarHoctupyercs
B TIEPBYIO OY€penb, TOCKOJIBKY KIMHUYECKHN
MPOSIBIISIETCST TePUIIMTOM (PYHKIIUU TTPEUMY-
LIECTBEHHO MOpaXkeHHOTro UM opraHa. O HaJIu-
yuun CITXK cnemyer 3amymaThes B Cllydae Imopa-
XKEHUS TIeYeHH, ITOIKETyIOIHON >Kelle3Hl,
cepama, JIETKUX, KOXM, €CIIU TaTOJIOTHs 3TUX
OpraHoOB COYETAETCSI C BBICOKMM YPOBHEM ChI-
BOPOTOYHOTO kene3a. B Takoit cutyaiuu 3Ha-
YUTEIbHYIO IICHHOCTD IPEACTABIISICT HCCIEN0-
Banue oomeHa xene3a. [l CITK xapakrepHbI
HOPMAJTBHBIN WA TIOHMKEHHBIM YPOBEHb 00-
el KeJe30CBA3bIBAIOIICH CITIOCOOHOCTU ChI-
Bopotku (O2KCC) u TpaHchepprHa, BEICOKUI
(>45%) ypoBeHb HaCbILLEHUS TpaHCheppuHa,

* Kageopa nponedeemuku enympeHnHux 601e3Hell
Jleuebnoeo gpaxyromema PrMY
** MCY No 47 (Tocnumans Thaemoccmpos)

B HECKOJIBKO pa3 MOBBIIIEHHAS TI0 CPABHECHHIO
C HOPMOI KOHIIEHTpaIys heppuTHHA B CBIBO-
potke. DeppuUTUH SIBISETCS MHTErpalbHBIM
ToKa3aTeJIeM, XapaKTePU3YIOIIMM O0beM 3a-
macoB kejie3a B opraHmsMe. Ero ypoBeHB
JIOJIKEH paccMaTpUBaThCs B KOMILJIEKCE ¢ APY-
TMMU KOMIIOHEHTaMu OOMeHa XeJje3a, Io-
CKOJIBKY B HEKOTOPBIX CITyJasx (OITyXOJIu, WH-
dexmm, cucTeMHBIC 3a007€BAHUST COCIMHU-
TeJbHOM TKaHW) OH MOXET 3HAUYMTEJIEHO I10-
BBIIIATLCS, UIrpasi pojb OOHOIO M3 OEJIKOB
ocTpoii (a3bl BocmajieHus. B aToit cutyanumn
KOHIIEHTpalus hepprUTUHA OyIeT KOPPETUPO-
BaTh HE C TOKa3aTeasiMu oOMeHa XkeJesa, a ¢
ypoBHsiIMU C-peakTUBHOro 0OeJiKa, ChIBOPO-
TOYHOTO amMujionga A, ¢uOpUHOreHa, ramnTo-
m1obuHa. [1py HamTMIUKM PU3HAKOB TeITaTUTa
WIM IUppo3a TeYeHU IIPOBOAUTCS OMOIICHS
TMeyeHu. Y B3pOC/Ioro IMaiMeHTa ColaepiKaHue
xkenesa 6onee 4500 Mxr (v 80 MMosb) Ha 1 T
CYXOM MacCHl TICYeHOUYHOI TKAHW JOKa3bIBaeT
Hamnuue CITXK.

[TepBUYHBI reMOXpOMATO3 TUarHOCTUPYET-
cs ripu Hammuuu CITK 1 o6HapykeHUn MyTa-
uu reHa HFE. Tenetnueckuit nepeKT MOXHO
BBISIBUTH YK€ TIpU poXaeHUH. TeM He MeHee
UMeeTCsl JUTUTENbHBIN OECCUMITTOMHBIN TIepy-
Oll, KOT/Ia MPOVICXOAUT ITOBBIIIEHHOE BCAChIBA-
HUE Xejle3a B KUIIEYHUKE W OTJIOXKEHHUE ero B
TKaHsX. KimHndeckue mposiBieHUs OOJIe3HU
JIeOIOTUPYIOT OOBIYHO B 3pEJIOM BO3pacTe.

JIJ1s1 mepBUYHOTO reMOXpPOMAT03a XapaKTepHO
nopakeHue:

e TIeYECHU — MUTMEHTHBII IIUPPO3;
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® TIOMKEIIYIOUYHOM IKeJIe3bl — BHEITHece-
KpeTopHasi HEeIOCTAaTOYHOCTh M CaXapHBIA
nuader;

e cepana — KapauoMuoIaTus ¢ guddy3HbmM
CHIDKEHHEM COKPATUTEJIBHON CITOCOOHOCTH
MHOKap/a;

® KOXW — TMIIEPIIMTMEHTALIMS Ha JIUIIE, B 00-
JIACTU MOIMBIIIICYHBIX BIAIMH.

IIpy coyeTaHUM yKa3aHHBIX CHUHIPOMOB
HauOoJiee BepOsITEH OUarHo3 MepBUYHOIO Te-
MOXpOMaTo3a.

Bropuunsnii CITZK moxxHO nuddepeHmnpo-
BaTh KIMHUYECKHM, TaK KaK OH Yallle UMeeT JI0-
KaJbHBI XapakTep (HampuMmep, Ieperpyska
KEJIe30M TeYeHW TNPU BUPYCHBIX T'eNaTHUTax)
VUM OIpedciseTcs OdYeBUIHAS TPHYMHA
CIIXK, KaK nmpu reMOJIUTUYECKUX aHEMMSIX U
MOCTreMOTPaHC(hy3MOHHOM CUHIPOME.

IIporao3 remoxpoMarto3a 3aBUCUT OT 00beMa
MopaXkeH!s] BHYTPEHHUX OPraHOB U CBOEBpPE-
MeHHOCTH JieueHusi. Hanbonee Tsxkenble Mpo-
SIBJICHUST TAHHOW 00JIe3HN — IIUPPO3 TIEYeHU 1
kapauomuornarvs. CMepTh OOBIYHO HACTYIIAET
OT MX OCJIOXHEHHUI — TeYeHOIHO-KIETOTHOM
HEIOCTAaTOYHOCTH, TTOPTAJTLHOM THUIIEPTCH3NH,
3aCTOMHON CEpAEYHON HENOCTATOYHOCTU, Ha-
pYIIEHWI pUTMa 1 IPOBOAMMOCTH cepama. Ca-
XapHBIA IMa0eT IIPU TeMOXPOMATO3¢ UMEET OT-
HOCHUTEJIEHO T0OPOKAaYeCTBEHHOE TCUCHHE.

CBOeBpeMEHHOE JiedeHne BO MHOTHX CITyda-
SIX TIO3BOJISIET KOHTPOJIMPOBATh TeUeHHE 3200~
JIeBaHUsI, YJIy4lllaeT IIPOTHO3 U BBI3bIBACT 00-
paTHOE pa3BUTHE psila CAMIITOMOB. 3amayva Jjie-
YeHUSI — CHU3UTD 3aIlachl XKejie3a B OpraHu3Me,
YTO JTOCTUTAETCS MOBTOPHBIMU KPOBOIYCKAHH-
svu. [IpoBoautcst yiedboTomMuUst ¢ yaaieHUueM
1o 500 M1 kpoBHu 3a 1 ceaHc. B Havane neyeHust
KPOBOITYCKaHUsI BBIMOJIHSIOTCS 1—2 pa3a B He-
JIeJTI0 TI0 KOHTPOJIEM YPOBHEH reMorioouHa u
remaTokputa. [1py JOCTKEHNH LIeTTH (CHIKE-
H1U heppuTrHa 10 50 HI/MIT) KDOBOITYCKaHUS
MOBTOPSIIOT C YAaCTOTOM, IMO3BOJISIOLIEH TOJ-
JIepKUBaTh 3TOT yPOBEHb, 0OBIYHO — 2—3 pa3a
B roi. Ilpm HempMMEHWMOCTH KpPOBOITyCKa-
HUI MOXET OBITh UCTIOJIb30BaH XEIaTop XeJie-
3a, BBIBONSIIUI ero ¢ Mouoii, — Aedepokca-
MuH. D(DGHEKTUBHOCTD €r0 MO CPAaBHEHUIO C
KPOBOITYCKAaHUSMU 3aMETHO HITKE.

[1ePBHSHHLA [EMOXPOMATOS

Tem He MeHee MBI HAOJMIOOAIM ITAIlMEHTA,
JUISL KOTOPOTO JieueHue Ae(hepPOKCAMUHOM ObI-
JIO €MHCTBEHHO BO3MOXHbBIM U JOCTATOYHO
3¢ (HEKTUBHBIM.

KnHHHYecKoe HabnoaeHHe

BonwsHoit H., 60 jeT, npeabsaBis Kaao00bl
Ha BBIPaXXEHHYIO CJIa00CTh, ONBIIIKY TP He-
3HAYUTEJIbHON (hU3WIECKON Harpyske, OTeKH
HoT, mepedou B padboTe cepaua.

Anamue3. C 1987 1. ompenensieTcsl cTearo3
nedeHu. C 1992 . — mepruoanyecKoe MOBBIIIIe-
HME KOHILICHTpALM TpaHCAMUHA3 U MOYEBOM
KUCJIOTHI B KpoBU. B 1997 1. amarHocTupoBaH
caxapHBI AMabeT M TEIMaTHT HEYTOYHECHHOM
STHOJIOTUM, COXPAHSIETCSI YCTOMYMBOE IOBBI-
meHune TpaHcammuHas. B 1999 1. obcnegoBaH B
MHOronpoGuIbHOM CTallMOHApE, BIIEPBBIC
BBISIBJIEHA MaKpoIIMTapHasi aHEMUSI — YPOBEHb
remoriobouHa 86 1/11. B TedeHue 2 JieT Jeqnics
BUTaMUHOM B, ¢ HeycToiunBbIM 3 deKToM,
oTMeuaach runepdeppemMust 10 36 MKMOJIb/ 1.
Torma xe cTajay BO3HUKATh ObILIKA, OTEKHU I'0O-
JIEHEl, MTapoOKCU3Mbl MepLATeIbHOI apUTMUM,
ObIT Ha3Ha4YeH amMuomapoH. KoHCynbTMpoBaH
B HUUW rematonoruun PAMH, xapakrep aHe-
MWU IpU3HaH HesiICHBIM. B mapte 2001 1. BHOBB
00ciemoBaH B KPYITHOM CTallMOHApe, [Je Bbl-
SIBJICHO PE3KOEe CHMKEHNE KOHIIEHTpauuu Go-
JINEBOIM KUCJIOTHI B TUIa3Me U BHYTPU 3PUTPO-
LIUTa TIPA HOPMAJIbHOM COICPKaHUW BUTAMM-
Ha B ,; TIpOBENEHO MCCIIENOBAHNE KOCTHOTO
MoO3ra, IIPU3HAKOB reMo0J1acTo3a He HalIeHo,
onpeaessiach TUIepTpodrs KpacHOTro poCT-
ka. C utoHg 2001 . cocTosIHUE YXYAILIUIOCK:
PE3KO YCWIMJIUCH ONBIIIKA M OTEKU, YPOBEHB
reMOTTOOWHA CHUBUIICS 10 64 T/J1, a KOHLIEHT-
palms Xejesa IMoBEICHIach 10 50 MKMOJIb/II.
I1pu amOynatopHoM oOcCJieIOBaHUU Y TreMaTo-
JIOTa ¥ OHKOJIOTa BIIEPBbIE BHICKA3aHO MIPEATIO-
JIOKEHME O TeMoxpomarose. B pesyibrare mpo-
BEICHHOTO Kypca JIedYeHUsT nedepoKcaMIHOM
KOHIIEHTPALIUS KeJie3a B KPOBU CHU3MJIACH JI0
24 MKMOJB/J, a TEeMOTJIOONHA — TIOBBICHIIACH
1o 84 r/n. B mHosiOpe 2001 . mamMeHT moCTy-
MW IJIs1 100OCIeI0BaHUS U JICUEHUS B OT/Ie-
JIEHHE raCTPOIHTEPOJIOTMU Halllel KIIMHUKMU.
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IIpu ocMoTpE: COCTOSTHIE CPEeTHEM TSKECTH,
KOXXHBIE TTOKPOBEI OJIGTHEIC, TUTIEPITUTMEHTH -
POBaHbBI B IOAMBIIICUHBIX 00JIACTSIX 1 ITAXOBBIX
ckinangkax. JIpIxaHue Be3UKy/IIpHOE, TTOO0YHBIX
IBIXaTeJIBHBIX IIIYMOB HET. ApTepHajbHOEe JaB-
nenue 120/70 MM PT. CT., yJIbC 96/MUH, TOHBI
cepalia TMPUTIYIICHBI, apUTMHUIHEL. KHUBOT
VBEJIMUYCH 3a CUCT MOIKOXHOM KMNPOBOM KITET-
yaTKku, OOJIE3HEHHBI B 000MX IOApeOephsX,
snuractpuu. [ledeHs yBeamdyeHa Ha 3 CM, C yII-
JIOTHEHHBIM KpaeM. [TokomaunBaHye 1o mosic-
HUYHOI 001acT 6€300JIe3HEHHO.

IIpn oOciemoBaHMM BBHISIBJICHBI THITOAIBOY-
MUHeMUs, runepxpomHas aHemust. Ha DKI —
MepliaTeJIbHas apUTMUS C YaCTOTOM XKeTymnod-
KOBBIX cokpamieHuit 105/munH. Ilpu axokap-
nuorpadun o0HapyXKeHO pacIlIupeHue BeexX Ka-
Mep cepilia, CHIDKeHUe dhpaKiu BeIOpoca je-
BOTO Xenaynouka a0 35%. [pu yasTpa3ByKOBOM
HCCIIEJOBAHMY OpPraHOB OpPIOIIHON IOJOCTU
OTMeYaJIuCh TeraTo- M CIUIEeHOMerauus, ooen-
HEHHBIA COCYIUCTBIA PUCYHOK MEYEHHU, pac-
IIAPEHKE TTOPTATHLHOM 1 CeJIe36HOUYHOM BEH.

B ykazaHHy0 rocnuTaIn3alnio mpoBeacHa
ITUATHOCTHYECKas] NMyHKUHMOHHASI OMONICHS Tie-
yenn. [ucrosormyeckoe 3akiIOYeHUE: TPHU-
3HAKM TeMOXpOMAaTo3a IeYeH! B cTannu Gop-
MUPYIOIIETOCs IMMTMEHTHOTO IUPPO3a, OTI0-
JKEeHUeE 3KeJe3a 10 TIepUTIOPTATbHBIM TPAKTaM,
dopmupoBaHUe JTOXHEIX HojieK U cenT. Co-
JepkaHue XeJie3a B TKaHU NiedeHu 6870 MKT/T
CYXOTO BEIIICCTBA.

YpoBeHb (DeppUTHHA COCTABIISII B 3TOT IIe-
puon 986 ur/mi. TpaHcheppUH CHIBOPOTKHU B
Mpeaeaax HOpMbI, HACHIIIEH Xe1e30M Ha 59%.
ITpoBeneHo nevyenue aedepoKCaAMUHOM C XOPO-
M 3(pPeKToM: CaMOUyBCTBUE YJIYUIINIOCH,
KOHIICHTpAlIMsI Kejie3a CHU3WIACh, YPOBEHb
reMOTJI00MHA ITOBBICHJICS OO0 HOPMAaJIbHBIX
3HAYEHUMN.

I1pu reHeTHYECKOM HCCJIEIOBAHUI OOHAPYXKe-
Ha roMo3urotHas Mytaius jokyca HFE C282Y.

IMauueHT HaGmromaeTcsi HaMU B TeUyeHUE
4 n1eT, yCTaHOBJIEHA CBSI3b AHEMUM C TIEPEerpy3-
KOl KOCTHOTO MO3ra XeJle30M — TPy CHUXe-
HUU YPOBHSI XeJjie3a ¥ (DeppUTHHA POCITH YPOB-
HU reMoroouHa (¢ 60 1o 115 r/i1) u peTuKyo-
uutoB (¢ 0,2 10 3%) JIOCTUTHYTO CHMXKEHME

ypoBHs epputrHa a0 120 Hr/MJi1, Ha hoHe Ye-

ro cTajyd MeHee BbIpaXK€HHBIMM SIBJIEHUSI cep-

JIEYHOI HenocTaTOYHOCTU (¢pakiius BeIOpoca

44%) ¥ IUTONUTHYECKOTO CUHIPOMa, BOCCTa-

HOBWJIACh CUHTETHYECKAsT (DyHKIIUS TTEYEHMU.
ChopmynupoBaH CHAEAYIOLIUNA KIMHHYEC-

KU JUArHO3.

OCHOBHOI1: IEPBUYHBIN reMoxpoMaTo3 (To-
mosurotHas Mmytauus jokyca HFE C282Y) ¢
MopaXeHUEM MeUYeHH, MOIKEeTyI0YHOM XKee-
3bl, CEJIC36HKH, CepaAlla B BUIE:
® IIMI'MEHTHOTO IIMPpO3a IMEeYeHN C HapyIle-

HUEM CHHTETUYECKON (YHKUIMU TICYCHM,

IUTOJIUTUIECKIM CHUHIPOMOM, YMEPECHHOM

MOpPTaJbHOM TUNEPTEH3NUEH;
® CcaxapHOTO amadeTa cpemHel TSKECTH B CTa-

NN CyOKOMIICHCAIIMK, WHCYJIMHOIIOTPEO-

HOTO;
® XPOHMUYECKOTO MaHKpeaTuTa ¢ CUHIPOMOM

BHEIITHECEKPETOPHOM HETOCTATOUHOCTH;
® CIUIEHOMETaIMi W CHUHApOMa TUIepCILie-

HU3Ma C aHeMueil, JeiiKoneHuei, TpoM0oo-

LUTONECHUEH;

e KapaMOMHUOMNATUM C HApyLIEHUEM pUTMa Mo
TUITY NapOKCU3MaJbHOTO MEpLIAaHUs U Tpe-
neTaHusl Tpeacepauii, HeaJoCTaTOUYHOCTU
KpOBOOOpallleHUsT IO 000MM KpyTaM.
CoueranHoe 3a0osieBaHHe: TUIIEPXPOMHAs

aHEeMUs CJIOXHOTrO reHes3a (BCJIEACTBUE Mepe-

Tpy3Ku kejie3oM, doaueBoaeuLIUTHAS),

CpEOHEN TSKECTU.

OcC00eHHOCThIO JAHHOTO KJIIMHUYECKOIo Ha-
OJIIOIEHUSI CTaJI0 COYETaHME TeMOXpPOMaro3a ¢
TUIIEPXPOMHOM aHEMUEN CIIOXKHOIO I'eHe3a, Ha-
JINYMEe KOTOPOIl He IIO3BOJUIO MPUMEHUTH
KJIaCCUYECKUIA METO JICUSHUSI — KPOBOITyCKa-
HusA. Kpome Toro, Hajamure aHeMUH 3aTPYIHM-
JIO TIOCTAaHOBKY AWarHos3a. Ilpu BBISIBICHUU
CITX nHa cdoHe aHeMHUU TIpemIioiaraicsl BTO-
PUYHEIN XapakTep 3a0oseBaHmsI. OmHAKO aHe-
MMSI OKa3aJIach TUIIOILIACTUIECKOM — C HU3KUM
YPOBHEM PETHKYJIOLIUTOB, YTO HeXapaKTepHO
st sropruHoro CITXK. B manmpHelimmeM reHe-
TAYECKOE UCCIIEIOBaHUE U HAOI0AeHME 00paT-
HOI 3aBUCUMOCTHY MEXIY YPOBHSIMU (heppUTH-
Ha U TeMorjoOMHa MO3BOJUJIM YCTAHOBUTH
MPaBUJIbHBIN AUArHO3 U MOI00PATh JeueHUe.
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