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Pestome. Ilpedcmasnenvl pe3ynvmanovi U3y4eHUS OCHOBHbIX noKaszameneii memaoboausma xeneza 'y 197 6onvHbix ¢
eemoenobunonamueti-H, uz komopuwix 50 6vina npouseedena onepavus cnaenskmomus. Uccnedoearna pons nokasameinet
MeMadoNU3MA KeNe3d 8 NAMO2EHE3e AHEMUUECKO20 CUHOPOMA npu eemoenobunonamuu-H 6e3 u 6 covemarnuu ¢ depuuyumom
pepmenma enoko30-6-gocpam decudpoeenasvt. Ilonyuennvie pesyrsmamst npu eemoeaobunonamuu-H conocmaeasnuce
C HAPYWEHUAMU 8 MeMAabOAU3Me XKeNe3d NPU 20MO3ULOMHOL U NPOMEKXYMOUHOU opmax B-manaccemuu. Ilo epynnam
MemabdoNUIM Kene3a OMAULAICA HeCMAOUIbHOCBIO GblABNEHHbIX HapyuieHuil. Pa3opoc danHbix cbi6opomouroeo xene3a He
OMPAXKAN UCIMUHHBIX 3ANACO8 Kee3a 8 opeanusme. s 3moeo uccaedosanacs KOHUEHMpayus xeuesa ¢ buonmame nevexu
U 8 KOCHIHOM MO32€ 8 CONOCMABNICHUU C OUHHbIMU CUHMEe3a KONponop@upura é spumpoyumax. Baxwvim dononnumensuvim
ouggepenyuanvro-0uasHOCMuecKUM Kpumepuem eemoenobunonamuu-H, omauuaowum namonoeuio om B-manaccemuu,
ABGNACINCA OCOOEHHOCIb PACHPEOCNICHUA HKeNe3a 8 KIeMKAX KOCHHO20 MO32a U 8 MEXKIeMOYHOM npocmpaHncmee. B pabome
Hapsdy ¢ MpaduyUOHHLLMU 1AOOPAMOPHbIMU MEMOOAMU UCCIEI0BAHUS OOMEHA XKeNe3a NPUMEHALUCH COBPEMEHHbLE. MO
onpedenenue KOHYEHMpPAuUU pacmeopuMblx MPAHCHeppUHOBbIX PEUenmopos é Cbl80POMKe KPOSU U UUHKNPOMONop@hupuna
6 spumpoyumax. Tecmol 061a0ar0m 8biCOKOIL HYECMBEUMENILHOCHbIO U UHPOPMAMUBHOCHIbIO NPU 2eMo2o0uronamuu-H.
CHuxenHble 3HaueHUs 00uiell Kene30C8:3bl8aruieil CHOCOOHOCUL Chl80OPOMKL KPOBU HAPAOY C U3MEHCHHbLMU NEUEHOUHIMU
npobamu npu eemoenobunonamuu-H nodmeepkdaiom paszeumue QyHKYUOHANLHOU HeOOCMAMOYHOCMU NEeUEeHU.
Buiagnennvie napyuienus 6 cunme3se spumpoyumapHo2o konponopgupurna npu eemoenoburnonamuu-H ceudemenvcmeyom
0 83aUMOC8A3U MeKJIY OOMEHOM XKene3ad U NOPPOUPUHO8 U YKA3bIBAIOM HA HeOOX0O0UMOCHIb UX NOOPOOHO2O U3YHeHUS NPU
Opy2ux Hacie0CMEeHHbIX AHOMAUAX KPOGU. CNAEHIKIMOMUS KYRUPYE CUHOPOM @UNEPCHACHU3MA, CHUXAE Nepeepy3Ky
JKeNe30M U HUCTO 2eMOMPAHCPY3ull, YIyuuIaem 2emoopa’08anue U Kawecmeo KU3Hu.

Knioueevie cnosa: eemoenobunonamus-H, cnienakmomu s, WUHKNpomonop@upuH, enoko30-6-gpacghamaoeeudpoeerasa,

pacmeopumbie MPaHcheppuUHossie peuenmopbl, Cbl6OPOMOUHOE XKele30, CbIBOPOIMOUHbLLL heppumuH, cudepobracm.

BeepeHue. TanacceMmyeckme CUHOPOMbI U aHOMaJTbHbIE
remorno6uHel (Hb) B pasnnyHbiX nonynsaumsx OTInHaroTCcs
BbICOKOW HaCTOTOW U 711 HUX XapakTepHbl reHoreorpadwms,
KJIMHUKO-remMaToIornyeckne nu bUoxmMmmnyeckne ocobeH-
HoCTWu [2, 4]. HocnTenbCTBO aHOMaslbHbIX FEHOB BbI3bIBAET
LLeJIbIA CNEKTP KIIMHUYECKMX MPOSBAEHNIN — OT JIErKOW CTEne-
HW aHEMWW 00 FrenaToCnIEHOMEr iU, XXENTYXN 1 PA3BUTUS
TAXENoro aHeMm4eckoro cuHapoma. leH a-rnobrHoOBOW
LLlenm pacrosioxXeH Ha XxpoMmocomax 16-14 napbl M COCTOUT 13
4 reHoB, KaXXAbl N3 KOTOPbIX CNOCOOEH KOHTPOINMPOBATh
ob6pasoBaHue 0o 25% a.-Lienoyek rnobuHOBOM MOseKyIIbl
[183]. Mpwu yTpaTte 3 reHoB B OpraHn3mMe CHUXAEeTCst CUH-
Te3 a-Lenen 1 NPoOUCXoaUT N3ObITOYHOE HaKOoMIeHVE B- 1
Y-FMOBMHOBBIX LLEMOYEK, YTO NPUBOAUT K 0OPa30BaHMIO He-
CTabuIbHOro aHOMasbHOro TeTpamepa remornobuHa-H [5,
9]. lremornobuHonatus-H (HbH) BeisBnseTcs npu nposene-
HUK anekTpodepesa remornodburHa. 3To YacToe 3abosesa-
HWe cpean HoCUTENen o-TanacCcemMn4eckoro reHa, gmar-
HOCTMKA KOTOPbIX TPEOYET OCYLLLECTBIEHNSI MONEKYNSPHO-
reHeTndeckux nccnepgosaHmii [3, 6, 12]. NMocToAHHLIM K
TXENbIM 0CNoxXHeHnem HbH aBngeTca runoxpomHas
MUKpouuTapHas aHemusi. OgHM aBTopbl MPUHMHON PasBu-
TS aHEMNYECKOrO CUHAPOMA CHUTAIOT AePULNT a-Lenen,
Jpyrve — HegOCTaTO4YHOCTb XeNesa, TPETbU — CBA3LIBAIOT C
cuHapomom runepcrneHnama [1, 10].

MeTabonunam xene3onoppuUpUHOBOro KoMmMnekca
He [0 KoHua uccneagoBaHHas npobnema. HeT nonHow
SICHOCTWN B OTHOLUEHUWN PONN BeOywmx nokasaTtenemn
obmMeHa NopPUPUHOB 1 Xenesa B pasBuTum 60nesHu,
HE N3YYEeHO COCTOSIHME aKTUBHOCTU MPOMEXYTOUHbIX
depMeHTOB, y4aCTBYIOLLIMX B CUHTE3€E remMa reMornio-
6uHa (Hb), a, cnegpoBaTenbHO, B Pa3BUTUM aHEMUN, U
KpOoMe TOro noJsly4eHHble AaHHble NPOTUBOPEYUBLI [2, 6,
12]. NogpobHoe n3yveHne KINHUKO-remMaToiormyeckomn
reteporeHHoCcTu aHomMmanbHbiX Hb, Bkntoyaa HbH, Ha
MONEKYNAPHO-rEHETUYECKOM YPOBHE M B CO4ETAHUM C UC-
CcnegoBaHMEM BedyLUMX nokasarenen xenesonopdupu-
HOBOrO KOMMJIEKCa MOXET CNoCcOOCTBOBATb PACKPbITUIO
[OMNOSIHATENbHBIX MEXaHN3MOB Pa3BUTUSI aHEMUN.

Lienb uccneposanus. M3yyntb posib OCHOBHbIX MOKa-
3artesneii MeTabon3mMaxxenesa B CornocTas/ieHUN C CUHTe-
30M KOMpPOonopduprHa 1 GYHKLMOHAbHLIM COCTOSIHUEM
rneyeHun B pa3BuTUa aHeMnn Npu remornobuHonaTnumn-H.

Matepuanbl umeToapbl. O6cnenosaHo 197 60/bHbIX C
HbH (remorno6uHo3s H) 1 30 ¢ B-Tanaccemueii, B BO3pac-
Te 5-29 neT (MeamaHa 16), N3 HUX MY>XXHUH — 94, XXEeHLUWH
— 133. bonbHble pasgeneHsl Ha 4 rpynnbl. [epeyto rpynny
cocTtaBunu 60 6onbHbIX HOH ¢ neduuutom pepmeHTa
rnoko30-6-dpocdat aernaporeHassl (M-6-PdL), BTOpyto —
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87 605bHbIX ¢ HbH 6e3 conyTcTBylOLLEN HACeACTBEHHOM
aHOMasnm KPOBW, B TPETLIO BOLLW 50 MauyeHToB, KOTOPbIM
Oblna NpPoBEAEHA CMIEHIKTOMMS, U HETBEPTYIO COCTaBUN
30 naumMeHToB C rOMO3MIrOTHOM 1 MPOMEXYTO4YHOWN Pop-
Mamun B-Tanaccemuun. Bce 605bHbIE C paHHEro Bo3pacTta
nosly4anu remoTpaHcdy3noHHyto Tepanuio. Y 28 (46,7%)
60nbHbIX 1-1 rpynnbl u 36 (41,4%) BONbHLIX 2-1 FPYNMbI
ONarHoCTUPOBaH COMYTCTBYIOLLMIA XPOHUYECKWIA BUPYCHBbIN
renatut C c nepexogom B 10 (18,5%) cnydasax B nopTaibHbI
uMppo3 neveHn. OCHOBHbIE NokasaTenu xxenesonopbunpun-
HOBOIO KOMriekca B 1-1 1 2-1 rpynnax uccneaoBainch 0o
1 NOCE NEYEHNS, HA BbICOTE FEMOIMTUYECKOIO Kpr3a 1 B
nepuoae peMmmccum, a B 3- oo 1 Nocne CrieH3KTOMUM 1
B OTOAJIEHHbIE CPOKKM nocne onepauun (cnycta 1-6 ner).
MokasaHsaMm 19 CNAEHIKTOMUM Oblnn: HE3(PdEKTUBHOCTb
KOHCEPBATMBHOM Tepanunu, yBENIMYEHHbIE PA3MEPLI Cene-
3EHKM C OMacHOCTbLIO CAAB/IEHNSA PSAOM PACMONOXEHHbIX
OpraHoB, CUHOPOM r'MNePCrIeHN3mMa, reMosins apuTpoLm-
TOB, MOBbILLIEHHAs NOTPEOHOCTb B rEMOTPAHCHY3NOHHOMN
Tepanuu (6onee 40 npoueayp Bron). B redeHme nocnenyto-
Wwmx 6 neT NocneonepaumMoHHOro Nnepmoaa OLeHMBaNoCh
COCTOsIHME MeTabonmamMa xenesa, NoTPedHOCTb BOMbHBLIX
B reMOTpaHCdy3nNOHHOM Tepanuu 1 GYHKLMOHaANIbHOE COo-
CTOSIHME NEYEHW.

OwnarHos HbH noaTteBepxpancsa cemenHo-reHeTun-
4YeCKMMU UCCNeA0BaHnsaMM, anekTpodepesom Hb (Ha aue-
TaTUENIONE3HON MIEHKE), MOBLILLEHHON OCMOTUYECKOMN
pPe3nCTEeHTHOCTLIO 3puTpoumnToB (OPJ). B sputpouuTtax
npwv HopMaJibHOM YPOBHE B3POCoro remornobuHa (HbA2)
(2,6—3,2%) n detanbHoro remornobuHa (HbF) (1,8-2,3%)
npucyTcTBOBaN aHomasbHbli HbH (16-38%).

Deduvumnt depmeHTa M-6-P/L] B LenbLHOM KPoBU NoAa-
TBEPXXAANICS KA4eCTBEHHbIM cnocobom. O B-Tanaccemum
CBUAETENBCTBOBAS BbICOKMIM ypoBeHb HDF nHDA2. 77 (39%)
naumneHToB ¢ HbH otcTtaBanu B punsnyeckom passmtnm
N UMENU MOHrofionaHble YepThl nuua. Koxa n suammble
CNM3NCTbIE 0O0N0UKM ObINM BNeaHBIMU C CYOUKTEPUYHBIM
oTtTeHkoM. CeneseHka Oblla yBENMYEHHOM Yy BCex obchne-
ayemblx, a nedyeHb y 121 (61,4%) 6onbHoro. Y 14 (7%)
60onbHbIX ¢ HbH BbISIBNEHO HEQOPA3BUTVE BTOPUYHbIX MO-
NOBbIX NPU3HAKOB. Ha peHTreHorpaMmmax KOCTHOWM TKaHu
y 182 (92,4%) naumMeHToB MMENoCb YMEepPEeHHOE pacLUu-
peHne oUniaongHoro NPOCTPaHCTBA, CNabo BbIPAXKEHHbIN
rMNepcTo3 KOCTEN CBOAA Yepena N HexHas Tpabekynsp-
Hasi NepecTpoika KOCTHOW TKaHU OJIMHHbIX TPyOYaTbIX U
MEeNKNx KocTel ckeneta. bosbHbIM Npy obpaLLeHnun 1 B
OMHaMKe NPOBOAMIICS KOMIJIEKC TabopaTopHbIX ncchne-
[OBaHWM, KOTOPbI COCTOSN 13: 1) 0OLLLEr0 aHanM3a KpoBu
C TPOMOBOLIMTaMN, PETUKYNIOLUTAMMI, FeMaTOKpUTOM (Ht) n
onpeneneHnemM OCHOBHbBIX 3PUTPOLMUTAPHbBIX MapaMeTpPoB
(RBC - konunyectBo aputpoumntos; MCV — cpegHuin 06bem
asputpoumnTa, MCH - cpeaHee conepxarne Hb B apuTtpo-
unte, MCHC - cpeaHsas koHueHTpaums Hb B sputpoumTtax);
2) 06wero bunmpybuHa 1 ero GpakLuunin B CbIBOPOTKE KPOBMU,
anaHmHamMmmnHoTpaHcoepaadbl (AJ1T), rammarntoTaMmMHTPaH-
cnentnaassl (IT), wenovHon docdarassl (LLLP).

YunTblBANNCb pedynbTaTthl ONpPeaeneHns OCHOBHbIX
nokasatesner obMeHa xenesa. KoHueHTpauus xenesa B
cbiBopoTKe kpoBu (CXK), obLias xxene3ocBs3biBaoLLas

CNOCOBHOCTL CbIBOPOTKM KpoBm (OXKCC) n aechepanoshbiii
TecT (AdD) nccneposanuck no metoay R.J. Henry etal. [8].
CbiBOpOTO4HbIN peppunTnH (CP) onpepensanca nnawley-
HbIM UMYHHO(DEPMEHTHBIM METOO0M.

[MpoBoamnack acnupaums KOCTHONO MO3ra C OKpPacKom
no H. Gruneberg [11], c nccnegoBaHnem ero coctasa u
nogcyeTom ymncna cungepobnactos (Cb) n cnoepoumToB
(CL). CU onpenensanuck 1 B nepudgepuryeckon kposun. O
3anacaxxenesa B OpraHn3me CBUAETENbCTBOBANA NMYyHK-
LIMOHHas BLoncusa NneveHn c nccnenoBaHNeM afemMeHTa B
nony4eHHoM buonTare. B cbiIBOPOTKE KPOBU UMYHHODEP-
MEHTHbIM METOAO0M C NMPUMEHEHUEM MOHOKJIOHasbHbIX
aHTUTEN UCCNeanoBaNV PACTBOPUMbIE TPAHCHEPPUHOBLIE
peuenTtopbl (pTOP) [1, 10]. DnyopumeTpnyeckmm mMeTo-
nom onpegensanu uyHknpoTtonopdupuH (LMIM). CocTos-
Hve remobpa3zoBaHune npu HbH, kpome OCHOBHLIX NoOKa-
3aTenen obMeHa xenesa, xapakTepn3oBasio CoaepxaHue
CcB0OOAHOr0 KONpPonopduprHa B 3pUTpoLmMTax, KOTOpbI
onpegensanca no metony E.J. Dressel, J.E. Falk [7].

Lns oueHKM NonyYyeHHbIX pPedynsTaToB B paboTe npu-
MEHEH napameTpuydeckmin kputepuin CtetogeHTa. MNMpun
cTaTucTuyeckom 06paboTke AaHHbIX UCMONL30BaIN CTaTU-
CTuyeckyto nporpammy «Statistika 6». Ctatnctmnyeckn oo-
CTOBEPHBIMY CHUTANNCh pedynbrathbl pasnmyuns p<0,05.

Pe3ynbraTtbl n ux o6cyxaeHue. O6LUM CUMNTOMOM
05t Bcex 60sbHbIX Obl1a M’MNOXpoMHas MUKpoLMTapHas
aHeMust ¢ MULLIEHEBUOHBIMWN 3PUTPOLIMTAMN U NMOWKMIO-
umTo3oM. Y 43 (71,6%) 60nbHbIX 1-11 rpynnbl aHeEMUS A0
nevyeHns onpeaensanacs B Tsaxenon crenenn (Hb — 58+2,6
r/n, RBC - 1,98+0,06x10'2/n). Bo 2-11 1 3-i rpynnax 60/b-
HbIX aHeMUS Bblna cpeaHen cteneHn TsxecTn (Hb: 72+3,2
n 86+3,6 r/n; RBC: 2,87+0,16 n 3,28+0,26x10'?/n cooT-
BETCTBEHHO). CHAPOM runepcnieHmama obHapyxeHy 156
(79,2%) 60nbHbIX ¢ HbH. Mocne cnneHakToMum CUHAPOM
rmnepcnieHmama Kynmpoancsl y 46 (92%) 6onbHbIX 3-i
rpynnbl. BoIABNEHHLIN PETUKYNOLMTOS N BbICOKNIA YPOBEHb
obuwero 6unnpybrHa B CbIBOPOTKE KPOBU A0 JlIeHeHUs
onpeaensanuck y 6onbHbIX ¢ HbH 1 nepuumtom pepmerTa
M-6-d/,(3,6+0,2% 1 39+ 1,8 MKMOJIb/N1 COOTBETCTBEHHO). B
KOCTHOM Mo3re y naupeHToB ¢ HbH Habntopanack aputpouna-
Hasi rmnepnasmns ¢ yBesmyeHHbIM aronTo30M 3pUTPONOHBIX
KNeTOK-NpeaeCTBEHHUL,. DPPEKTUBHBIA 3PUTPOMNOI3 Obi
CHUXeH. Habntoganocb yMeHbLUEHWE YTUNN3ALUN HOP-
MOOaCTOB 1 YKOPOYeHMe Neproaa XN3HN SPUTPOLIMTOB.
OpuUTpouMTapHble NapamMeTpbl OT/IMHAIUCh OT KOHTPOJTbHBLIX
OAHHbIX U N3MEHEHW 0ObIMHO HabNAAEMBIX MPU FOMO-
3UFOTHOM 1 NMPOMEXYTO4HOM dopmax B-Tanaccemun (Hb:
48+2,3 n 52+1,5 r/n, RBC: 2,45%1,5 n 2,3+0,13x10'?/n,
MCH: 18,7+0,5 n 16,9+0,3 nr, MCHC: 30,7%+1,6 n 31,4+1,1
r/n cCOOTBETCTBEHHO). [JOo neyeHuns nokaszatenm MCH un
MCHC onpeaensanucbk CHKeHHbIMM BO Bcex rpynnax (MCH:
18,7+0,9, 19,9+1,2,20,4+1,4nr; MCHC: 27,8+1,6,29,8+1,7,
30,3%1,8 r/n COOTBETCTBEHHO).

Takum 06pa3om, No cpaBHeHMIO ¢ HopMoli Npu HbH, kak
1 Npu B-TanaccemMmm, CyLLLECTBEHHO HAPYLLEHbI 3HAYEHUS
apuTpoumnTapHblix napameTpos (p<0,05), Ha BbipaxeH-
HOCTb KOTOPbIX HE UCK/TIOYAETCS BIMSIHUE U3MEHEHUI B
MeTabonname xenesa u B pabote nevyeHn. OCHOBLIBasICb
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TOJIbKO Ha AaHHbIX MMMNOXPOMUK 3PUTPOLIMTOB M Noka3a-
Husx CK, koTopble 4acTo ObIBAIOT NPOTUBOPEYMBLIMU U HE
COOTBETCTBYIOT UCTVHHbLIM 3aMacam 3JIEMEHTa B OpraHna-
Me, oLIMBOYHOE Ha3HaYeHMe NPenapaToB Xene3a MOXeT
BbI3BaTb pedpakTepHOCTb K HeMy. icxoasa n3 aToro, 6bi10
paclInMpeHo KONMYECTBO MCCNeayemMbiX NnapameTpos,
xapakrepuayoLmx obmeH xenesda npu HobH. MNonyyeHHble
pesynbraTbl CONOCTAaBAAIMCH C KOHLIEHTpaumern ceobos-
HOMO 3PUTPOLUTAPHOIO KONPONOPMUPUHA, yHaCTBYIOLLETO
KaK 1 >eneso B npolecce reMmobpa3oBaHus 1, cnenosa-
TeNbHO, B Pa3BUTUM aHEMNYECKOIO CUHAPOMA.
HapyLueHve dyHKLMOHaNIbHOro COCTOAHNA NeYeHn OT-
MEeYeHO y BCex 06CneayemMbIx NaLneHTOB, MPUYEM OCODEH-
HO ABHOE B 1-1 rpynne, rae 4ONofHUTENIbHbIM (hakToOpOM,
yeyryonsiowpmm ee paboTy, ABASICA reMOoIn3 3pUTPOLTOB,
CBSI3aHHbIM C OCHOBHOW NATO/IOMMEN U C HEAOCTATO4YHOMN
aKTUBHOCTLIO dpepmenTa M-6-D/1. HapyweHHasa paboTa
neyYeHn NoATBEPXAANnach MOBbILLEHNEM YPOBHS 0BLLErO
OnnnpyburHa B CbIBOPOTKE KPOBM BO Bcex rpynnax (39+1,8,
31+1,5, 25%£1,2 MKMONb/1 COOTBETCTBEHHO; HOpMa —
13,6+0,9 mkmonb/n), I'TT (86%2,5, 67+2,2, 54+1,3 EL/Mr
COOTBETCTBEHHO; Hopma — 25 — 30 Ef/wmr), LLLD (35%1,7,
27+1,3,23+1,1en,co0TBETCTBEHHO). AKTMBHOCTL AJIT Obina
Hun3komn (14+0,3 ME/n) y naupeHtos HbH ocnoxHeHHoM Bu-
pycHbIM renatntom C ¢ NepexofoM B MOPTasIbHbIN LIMPPO3
NEeYEHN 1 NMOBbLILLEHHOW Y OCTasbHbIX 60MbHbIX (1-9 rpynna:
87+2,2;2-a-82+2,1; 3-9a-44+1,1 ME/n). Kpome ne4yeHo4-
HbIX MPOO, O HAPYLUEHHOM BYHKLMOHASIbHOM CMOCOBHOCTH
neyYeHn CBUOETENLCTBOBANIN HU3kue 3HaveHnss OXKCC.
BonbHbIX 6ecrnokonnm 6o0nn B 061aCTn NeyeHun, amc-
KOM@OPT CO CTOPOHbI XENYA0YHO-KNLIEYHOrO TPakTa,
BbISIB/ISNACH XXENTYLUHOCTb KOXHbIX MOKPOBOB 1 BUAMMBbIX
CNM3NCTbIX 06004€eK. MNpK NYHKLMOHHOM B1UONCUN NeYeHn
y 6onbHbIX ¢ HOH 0BHapyxxeHa 3HaunTenbHas neperpyaska
KENe3oMm, NpuyeM rnpevMyLLLEeCTBEHHO Y nauneHTos 1-i
rpynnbl (6 — 10 Mr cyxoro BelecTtsa neyveHn). Bo 2-num 3-n
rpynnax nokasarenm b Huke. lfemocmaepos nevyeHn npu
HbH coBnagan ¢ BbICOKMM YPOBHEM HEYCBOEHHbIX MPaHy
Xenesa BO BHEK/IETOYHOM MPOCTPAHCTBE KOCTHOMO MO3ra.
Mpu aTOM B acnupare onpeaensanocb HOpManbHOE Unu
NoHMXeHHoe konmnyecTso CBb 1 CL, 4To ABNsn0Ch ONOMHN-
TeNbHbIM ANArHOCTUYECKMM NPU3HAKOM, OTinyatoym HbH
OT FOMO3UIOTHOM 1 NPOMEXYTOYHOM B-Tanaccemum, rnpum
KOTOPbIX B KOCTHOM MO3re HEYCBOEHHbIE FPpaHyJibl Xenesa
BbISIBNSNINCH CKOMJIEHNSIMM KaK B HOPMOBacTax («kosbLie-
Bble» CB), Tak U B MEXKIETOYHOM NPOCTPaHCTBE. Y 60/b-
HbIX C FOMO3MIOTHOM 1 MPOMEXYTOYHOMN B-Tanaccemuen
BbISIB/ISINIOCH BbICOKOE Konn4ecTBO Chb (65+4,6 1 49+2,8%)
n CL, (12+1,3 n 10,6%1,2% COOTBETCTBEHHO), 4YTO CBMAOE-
TENbCTBOBAIO O 3HAYUTESBbHBIX 3anacax kene3a B KOCTHOM
MO3re, LOCTOBEPHO NPEBbLILLAIOLLYM COAEPXAHNE 3NIEMEH-
Ta npu HbH. OgHako, no cpaBHeHuto ¢ HbH 'y 601bHLIX B
nepudgepmnyeckor kpoem cpenHuii yposeHb CLL, onpege-
nancaropasno Huxke (p<0,05), 4To aBNseTcs BakHbIM Ana-
FHOCTUYECKMM MPU3HAKOM OTINYAIOLLMM B-TalaCCeMUIO OT
HbH. Mpwv HbH B 1-11 rpynne konnyectso Cb 1 CLL, paBHoe
30+1,4 n 3,2+0,6%, HecyLEeCTBEHHO NPEBLICUIO HOPMY
(CBb 24+1,2n CL, 2,6+0,5%; p>0,5). Bo 2-1n 1 3-i rpynnax
O0JbHbIX YNCIIO Xene30coaepXallmx KNeTok B KOCTHOM

Mo3re 6bino Hmxke (Cb: 20+1,1 n 23%1,1%; CL: 2,1+0,2
n 2,5+0,4% cooTtBeTcTBEHHO). CnenoBaTtesibHO, eCiiv Nno
KINMHUYeCKMM nposisneHnam HbH HanomuHaeT npomexy-
TOYHYIO B-Tanaccemmio, TO N0 COCTOSIHMIO MeTabonmama
Xenesa B KOCTHOM MO3re OT/InYaeTcs OT Hee. Y 60JIbHbIX
1-1n rpynnbl B nepudepunyeckon kposm konmydectso CLL B
HECKOJIbkO pa3 npeBbillano Ux cogepXaHme B KOCTHOM
moare (12,8+1,1%). MNMpwn ocnoxHeHnn HbH nopTtanbHbIM
LIMPPO30M NeYeHn B nepndepmnHeckon KpoBm apUTPOLUTI
n CL, meHsinn popmy 1 BbImsaaen B popme «LLNMnoB».

Mocne nevyexus npu HbH ¢ pedurumtom M-6-OL, KoH-
ueHTpaumsa CXK octaBanach NoBbILLEHHOW, YTO OObACHAET-
cs1 HeadDEKTUBHBLIM 3PUTPOMNO330M U BLICBODOXAEHNEM
Xenesa u3 9puUTPOLMTOB B Pe3yJibTate rEMOSIMTUYECKOro
kpu3sa. Hapsaay ¢ atum y 48 (71,6%) 60nbHbIX 0BHApPY>XEH
HopMarsbHbIr, ay 12 (17,9%) — yMepeHHO NOBbILLEHHbI
ypoBeHb LM, B To e Bpems y 60bHbIX APYrMX rpynn
LINTM okasancs 6onee 4em B 2 pasa Bbille HOPMasbHbIX
3Ha4YeHWUI, YTO NO3BONSET BbISENNTL €r0 B KA4eCcTBe
JOMONMHUTENBHOIro gnarHoctuyeckoro tecta npm HbH ¢
neduvumtom M-6-dA. Ans naumeHToB 1-i rpynnbl 6bina xa-
pakTepHa HopMasbHas KOHUeHTpaums pTPP. Y nauyeHToB
3-rpynnkl nocre yaaneHus ceneseHku yposeHb CXKn CP
yMeHbLUMAcs. B nocnepyowme 6 mecsaues nocneonepa-
LMOHHOro nepuoaa y Habnoaaswwmnxcs 48 (96%) 60/bHbIX
BbISIBNIEHO yBenu4yeHme ypoBHs CXK (23+1,5 mMkmonb/n) n
CTeneHu neperpya3kn opraHmama xenesom (CP: 112+4,6
MKMmonb/n, Ad: 2,8+0,15 mMr/cyTt.). B TeyeHne 2 net no-
cneonepaumoHHoro nepunoga 6onsHble HbH TpaHchyaum
3PUTPOLNTAPHOM Macchl He nonyyanu. Y 37 (74%) 6onb-
HbIX BHaYane 3 roga nocne onepalmm nosiBUAINCb noka-
3aHnS K NEPENVBAHMIO 3PUTPOLMTAPHOM Macchl. OgHako
NOTPEeOHOCTb B HMX, MO CPABHEHWIO C J,O0MNEPaLMOHHbBIM
nepmopom, cokpatmnacs ¢ 40 go 15 B rog.

Y naumeHToB 2-1 1 3-1 rpynn 4o Jie4eHns KONN4YeCTBO
pTdP B cbiIBOPOTKE KPOBM NMpeBbILWano Hopmy (p<0,01).
Mocne npoBeneHHOM Tepanun ypoBeHb PTPOP B 06enx
rpynnax noHn3uncs. NMony4eHHble pe3ynbraThl MOBLILLAIOT
ONAarHOCTUYECKYIO LLeHHOCTb onpeaenexus LM B spu-
Tpoumntax n pTOP B CbIBOPOTKE KPOBU, KOTOPLIE HAPSAY
¢ CXK u C®D xapaktepuayloT 0OMeH xeneasa.

Y 6onbHbIX ¢ HbH nokadatenu OXKCC kak go, Tak 1 no-
cne neyveHns Obiv HYXXe HopManbHbIX 3HaveHui. OgHoBpe-
MEHHO PEMMCTPUPOBASIMCE NOIOXUTENBHBIMU NEYEHOYHbIE
NpPoBbl, 0COBEHHO Y BOSIbHBIX MHDULMPOBAHHLIX FENaTUTOM
C. Ha naw B3rnaa, npu HoH n3-3a pyHKUmMoHansHom Hego-
CTaTOYHOCTW NeYveHn (Bbicokas akTuBHocTb AJTT, I'TT, LD,
rMnonpoTeMHeMmnsl) HapyLleH cuHTe3 b6enka TpaHcoep-
pPVIHA, 4YTO MOATBEPXOANIOCh U3MEHEHUEM KOHUEHTpauumn
pTdP. HapyLueHns B meTabonmame xenesay 60sbHbIX BCEX
rpynn 4o v NOCe NeYeHnst CONPOBOXAANNCH AOCTOBEPHbLIM
MoBbILLEHHBIM COAEpPXaHMst CBOOOAHO0 KONPonoppupmHa
Baputpoumtax(0,89+0,06 1 0,97+0,09 mkmonb/n; 1,52+0,1
n 1,39+0,1 mkmone/n; 1,7320,1 n 1,62+0,1 mkmonb/n,
COOTBETCTBEHHO, 4O M NOCHE JIEYEHUS MO rpynnam), 4To
NoATBEPXAANO HANMYME B3aMMOCBA3M 0OMeHa Xxenesa ¢
CUHTE30M NOPOUPUHOB, COCTaBASIOLLMX OCHOBY rema Hb.

Y 60nbHbIX NPU codeTaHnn 3abonieBaHns ¢ AepULNTOM
depmenTa l-6-MO L ncxogHas akCKpeuus xenesa c Mo4oi
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Knuuuyeckue MCCTIeNOBaHUA

B 3 pasa npe.billana HOPMY, HTO MOXHO MUCMNONb30BaTb
B anddepeHunanbHon gnarHoctuke HbH ¢ gpyrummn
HacneaCcTBEHHbIMM 3a00neBaHUSMIN KpoBn. PesynbtaTthl
onpeaeneHns CO n P cemaeTensCTBOBaIN O NEpPErpy3ke
Xenesom opraHmama 6onbHbix HoH, koTopas Hanbonee
BbICOKOW onpegensnack B 1- rpynne (p<0,001).

Takmm 06pas3om, BbISIBIEHHASA NMeperpy3Kka Xene3om
npu HbH Huxe Toi, kOoTOpas HabnogaeTcs NpyM roMo-
3UrOTHOM N NPOMEXYTOYHON hopMax B-TanacceMmum m
NoaToMy NPUMEHEHNE XeNnaTopoB TpebyeT UHANBUAY-
anbHOro Noaxoaa.

BbiBOAbI

1. Mpun HbH nokasaTtenn CX 1 ncxogHasa akckpeums
Xenesa c MOY0I He OTpaXxatloT UCTUHHbIX 3anacoB Xenesa
B opraHnuamMe O0JbHbIX, KOTOPbIE MO CTEMNEHUN TAXECTU
ycTynatoT B-Tanaccemum n Tpebyot 6osee nogpobHOro
nccnenoBaHma metabonnama xenesa.

2. OnpegeneHne OXCC Hapagy C NeY4EHOYHbIMIN
npo6amMn NOATBEPXAAET Pa3BuUTME GYHKUVMOHANTBHOM
HEOO0CTaTOYHOCTM neyveHn npu HbH.

3. YuntbiBasi ocobeHHOoCTU coaepxanus LIMNTM B apu-
TpoumTax n pTPP B cbiBOpOTKE KpoBM Npm HbH, 3Tn napa-
MeTpPbl HE0OX0AMMO BKJIIOYMTb B NepeveHb 06cneaoBaHns
OONbHbIX C LEJbio BbiIBNEHMS YKa3aHHOW NaToNornn.

4. BaxHbIM JOMONMHUTENBbHBIM AnddepeHumanbHo-
OnarHoctunyeckmm kputepmem HbH, otnmyaowmm 3a-
6oneBaHue OT B-TanacceMmmn, SBASETCS UCCefoBaHNE
konnyectBa Cb n CL| B acnupate KOCTHOro moara.

5.Y naupeHtoB ¢ HbH cnneHakToMmmnsa octaeTcs OCHOB-
HbIM METOOM JIEYEHUS, KOTOPbIN KYNMpyeT CUHAPOM M-
nepcrieHn3ma, CHUXKaAET CTEMNEHb NEPErPY3KN XENE3OM
M Yncno remoTpaHcdy3unii, ynydwaeT remobpas3oBaHue,
paboTy NeYeHn 1 Ka4ecTBO XN3HM OONbHBbIX.

D.A. Baytaeva, S.S. Bessmeltsev
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Diagnostic value of determination of main indices of iron metabolism at alpha thalassemia

Abstract. The work presents results of study of main indices of iron metabolism in 197 patients with hemoglobin-H disease,
50 of whom had a splenectomy surgery. The role of the parameters of iron metabolism in the pathogenesis of anemia syndrome
in patients with the hemoglobin-H disease both associated and nonassociated with glucose-6-phosphat dehydrogenase enzyme
deficiency was studied. The findings obtained for the hemoglobin-H disease were compared to the disorders of iron metabolism in
patients with the homozygotus and intermediate forms of beta-thalassemia. The iron metabolism disorders detected were unstable
in different groups. Large spread of data on serum iron was detected, that did not show real iron amount in the organism. To
this end, the iron concentration in the liver and bone marrow biopsy samples was measured and compared to the parameters of
the coproporphyrin synthesis in the erythrocytes. The important additional diagnostic criterion that enables to differentiate the
hemoglobin-H disease from beta-thalassemia is the specifics of iron distribution in the bone marrow cells and intercellular space.
The modern minimally invasive methods were used along with the routine laboratory techniques for iron metabolism examination.
This is an assessment of the concentration of soluble transferring receptors in the blood serum and zinc protoporphyrine level
in the erythrocytes. The assays are highly sensitive and informative for the pathogenesis of anemia syndrome in patients with
the hemoglobin-H disease. The decreased values of the total iron-binding capacity of the blood serum along with the abnormal
liver function tests in patients with hemoglobin-H disease provide evidence of the functional liver failure development. The
disorders of the erythrocytic coproporphyrin synthesis in patients with the hemoglobin-H disease prove the interaction between
iron metabolism and porphyrin metabolism in the development of anemia and indicate the necessity of their detailed study in
patients with other congenital blood diseases. Splenectomy in patients cuts off hypersplenism syndrome, reduces iron overload
and number of blood transfusions, and improves blood formation and life quality.

Key words: hemoglobin-H disease, splenectomy, zinkprotoporphyrin, glucose-6-phosphate dehydrogenase, soluble
transferrin receptors, serum iron, serum ferritin, sideroblast.

KoHTakTHbI TenedoH: +7 9289156315; e-mail: retopop@yandex.ru

BECTHUK POCCUWCKOW BOEHHO-MEOULWNHCKOWN AKALEMUN

2(38) - 2012 19



