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Bctynnenue. 3a nocnegHve roabl B pasHbIX
CTpaHax  YCTaHOBJEHO, 41O HaCNeaCTBEHHbIN
remoxpomato3d (HIMX), asnaiowmica Hanbonee 4acTom
OONEe3HbI0 4YenoBeka, LWMPOKO pPacrnpoCTPaHEHHOM
B pasHbIX MNONynsuusx YenoBeKa M Hepenko, Oyayyu
HeJfleYeHbIM, MPUBOAUT K CEPbE3HbIM OCOXHEHUSM
WU neTtanbHbIM Mcxopam. [lMpencraBngeT HayyHbI U
NpakTUYecKnii UHTEPEC NCCNeOBaHNA 0OMeHa xenesa
B Pa3/IMYHbIX BO3PACTHbIX Nepuoaax y 60nbHbIx HIX.

O6nacTtb pacnpocTtpaHeHmns HIFX Ha 3eMHOM Liape
BecbMa 00wupHa, Haubosiee 4acTo BCTpeYaeTcs B
Amepuke, ABCTpanum, B €BPOMENCKMX, B HEKOTOPbIX
adpuKaHCKMX M a3maTtCckmMx CTpaHax. Yactota reHa
HM’X B  reteposnrotHom
COCTOSIHUM B €BPONEenCcKomn
nonynauum cocTasnsiet
10%. Tlo paHHbIM  3TUX
aBTOPOB YacTtoTa MyTauuni

nauchnayastatya@yandex.ru

dnbposa nevyeHn C NOCHeaylolwnM pPasBUTUEM
3/10KA4YEeCTBEHHOM  OMyXOJIn  Me4YeHu, caxapHoMy
ovabety v Opyrum  9HOOKPUHHBIM - 3ab0NeBaHUAM,
MenaHogepmum, mmokapguonatum [5,6,7,8].

CnenyeT noO4vYepkHyTb, 4YTO, HECMOTpPS Ha
npencTaBUTENbHOCTb  NybGnMKauuii, KacaloLmxcs
1MCccnenoBaHs pPasfnN4YHbIX acnekToB 3aboneBaHus
cpenun 605bHbIX, BOMPOChI BO3PACTHLIX 0COOEHHOCTEN
OVNAarHOCTUYEeCKMX TecToB U B CBA3M C  9TUM
reHeTnyeckme o0coOeHHOCTU O0Ne3HN OCBELLEHbI
cpaBHuTENnbHO cnabo [2,9,10]. Bce 9TuM paHHble
npruobpeTalT BaXHOE TEOPEeTUYEeCKoe 3HavyeHue O
00bACHEHUNS BLICOKOIO YPOBHS pacnpocTtpaHeHust HIMX
cpeon HaceneHust AsepbaingxkaHckol Pecnybnuku,
onpeaeneHns Hambonee TOYHbIXMEeTOA0B ANarHOCTUKU,
NPOAOIKUTENBHOCTU, 9PPEKTUBHOCTU U NMPUMEHEHMS
VX 0151 BbISCHEHMSA BO3PACTHbLIX 0COOEHHOCTEen 0OMeHa
xenesa.

Ta6Gnuua.

Moka3aTtenn o6meHa xenesa y HOBOpPoXAeHHbix ¢ HFX (M+tm, min -

max)

C282 n H63D pns HIM X cpean H
OBOPOXAEHHblIe
KaBka3LeB COCTaBnger oT
1% no 24% COOTBETCTBEHHO MokazaTtenu KoHnTpons FeTepo3uroTsl roMo3uroThl
[1,3,4]. (n=20) (n=14) (n=6)

HI'X ssnserca | 195,0+ 1,2 165,0+2,5 197,0+0,5
TAXENbIM 3abonesBaHnem, ’ (120 - 205) (110-180); p< 0,01 (40-115); p< 0,01
BbI3bIBAEMbIM E€HETUYECKMU

20,25+ 1,19 32,24 +£0,34 41,72 +1,02
3anporpamMmmMmmnpoBaHHbIM | CXK, MKMOnb/n (10,8 - 28.3) (30,1 — 34,4); p < 0,01 (38,1 — 44,6); p < 0,01
YBEJIMYEHHbIM BCAChIBAHNEM
xenesa B KULLEYHUKE, 37,05+4,13 79,97 +6,93 44,62+2,84
4To npuBOmMT K Harpyake | O MKMOTE/T T (160 -86,4) | (42,4 128,9);p< 0,01 (34,5 - 52,0); i/
opraxmsma KENBSOM. | 1o CC. mkmonsyn | 1678364 47,58 £ 6,76 25,4+0,64
Xeneso OTKJ1aablBAETCS ’ (4,3 -61,8) (10,8 - 94,9); p < 0,01 (23,4 -27,4); p< 0,05
rNaBHbIM M B reyYeHmn
I'IOa Xen 0065)'_?03; xgnise, KHT. % 4476 + 4,32 61,4142 111,87 £ 3,33

AXKENYL nese, ' 70 (26,4-74,3) | (22,3-82,8);p<0,05 | (95,5-117,0); p < 0,01
cepaue C  OanbHenwmm
NMoBpEXAEeHNEM kneTtok | TpaHcdeppwH, 161,4 3,77 276,4+1,0 165,2 24,43
[AHHEIX  OpraHoE u | mr/100 (135-186) | (269,9-284,9);p<0,01 | (370,5-559,0); p < 0,01
paspacTtaHnem B HUX | depputuH, Mkr/ 96,12+ 0,32 181,4+0,47 280,7 £0,89
COeANHUTENbHOWM TKaHW. OTO | mn (93,9 - 99,5) (178,2 - 184,2); p < 0,01 (278 — 284); p < 0,01

BEOEeT K PasBMTUIO UMpPPOo3a,

MpumeyaHune: p — CTaTUCTUYECKAs JOCTOBEPHOCTL NOKa3aTesien no CPaBHEHUIO C KOHTPOJIEM.
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EHTAJIbHA MEAVULIMHA

KOJIMYECTBEHHbIM onpeaeneHmemM
renen nasepHbiM  [OEeHCUTOMETPOM

2202 (LKB, LWeeuus) [1,3]. AHTU-
reHHoe TecTMpoBaHme no  HLA
npoBOAMNIOCE MO MeTony Tepackm C
Toxos. NMOMOLLBIO Habopa TEeCTOBbIX aHTU-
HLA cbIBOPOTOK. Y  HECKOJbKUX

KJTIHIYHA TA EKCNEPUM
MEMOIB/t MKMOJIBAT MKMONTB/TT
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O0J/IbHBIX MpoBeAeHa MyHKUWNOHHAas
ovoncust neyYyeHn C MOCneayowmnm
MOPPONOrM4eckMM Hacneao0BaHNEM.

Pe3ynbtathl MccnepoBaHus u
nx obcyxaeHue. VccneposaHue
OMOXUMNYECKMX rnokasatenemn B
3aBNUCUMMOCTM OT BO3pacta MOXET
naTtb LLEHHYIO nHdopmaumio
ons NOCTaHOBKN AmarHo3sa,
NPOrHOCTUYECKOM OLLEHKM U KOHTPONS
3P PEKTUBHOCTU NpPOBOANMbIX

Puc.1 lnarpamma OCHOBHbIX NoKa3aTtesieii 06MeHa xenesa rno CpaBHEHMUIO C neyebHbIX MEpPONPUATUNA. Haunbonee
KOHTPOJIbHOW rpynnoii y aAeTei LWKOJbHOIro Bo3pacTa. 3HAYMMOIA aBnseTcs npo6nema

Lleno uccnepoBaHMsi — UM3Yy4UTb BO3PaACTHblE
ocobeHHOCTM obmMeHa xenesa cpeau 60nbHbIX HIMX
Ha OCHOBaHWUW COBPEMEHHbLIX OUOXMMUYECKUX U
reHeTUYeCKNX MeToA0B.

O0beKT u mMeToabl wuccnepoBaHus. Hamu
ncenenosaHo 245 6onbHbix ¢ HIX. U3 Hux 200 yen.
OblN  HOBOPOXAEHHbIMM, 16 geTeli B Bo3pacTe
oT 6-12 net n 29 nuy B3pocnbix. C uenblo noucka
YO06OHbIX METOONYECKNX MOAXOA0B HAMWN NUCMONb30BaH
KOMMIEKC KJIMHUKO-ANArHOCTUYECKUX  MPUEMOB,
Oroxmmunyeckne, VIMMYHOXVUMUNYECKME MeToabl
nccnenoBaHus. M3  BuoxmmMmyeckux  MeTodoB
MCNONb30BaNM onpeneneHne CbiIBOPOTOYHOrO Xeneaa
(CXK), obuwasa xenesoceasbiBalollass CMNOCOOHOCTb
cbiBOpoTKM (OXKCC), naTeHTHas xene3ocBa3biBaoLLas
CcnocobHoCcTb cbiBopoTkM (JIKCC), koadpduumeHT
HacblweHna  TpaHcheppuHa (KHT) no  TeHpw.
CKpUHMpYIOWMIA TeCcT — [A19 BbISIBEHUS Xenesa
(okmncneHHble ¢opmbl) Oblia UCMONb30BaHa peakuus
Ha BbepaunHckyto nadypb [10]. MIMMyHOMEPMEHTHbIE
MeToabpl — ANa onpeaeneHvs obuiero Konmyectsa
CbIBOPOTOYHOrO TpaHcheppuHa n depputmnHa (CT un
Cd) [8]. AHanuTMyeckoe 130371ekTPodOKyCUpoBaHMe
(MB®D)  pasnuuyHbix  TUNOB  TpaHcdeppuHa B
noanakpunaMmmaHo-am@poNnHOBbIX MaacTuHkax ¢ pH
4-6 Ha npubope Multiphor 2117 ¢ nocnegyowmm

paHHero pacnosHasaHus HIM'X

" NPOrHO3MpoOBaHMe pasBuUTuS
aTOlN GonesHen y peTteili C uefbio NpoBeneHust B
nanbHenwem apdekTnBHoOM Tepanun. ns BoiaBieHUs
HIFX B nynoBuHHOM kpoBu y 200 HOBOPOXAEHHBLIX
vccnepoBany rnokasarenu obmeHa xenesza. Y 20
(10%) HoBOpOXAEHHbIX (11 ManbyMKoB 1 9 oeBoyek)
onpenenunn  BbICOKMA  ypoBeHb CX u  gpyrux
nokasarenein kposu (Tabn.).

[MonyyeHHble pe3ynbTaTbl MO3BONUAN HAM OTHECTU
3Ty rpynny HOBOPOXAEHHbIX K rpynne pwucka. [lo
COAEPXaHWIO >Xenesa B KPOBM HOBOPOXOEHHbLIX
pasgenunnm Ha reTtepo3uroTHbIX UM FOMO3UMOTHBIX
Hocutenen HIMX.

B rpynne HOBOPOXAEHHBLIX C MNPEeABaPUTENbHLIM
ONAarHo30M reTepo3nrotHoe HocutenbctBo HIMX (14
HOBOPOXOEHHbIX) KOoHUeHTpaumsa CX «konebanacb
ot 30,1 no 34,4 - 32,24+0,34 (Hopma 20,25+1,19
MkMonb/n). KHT B aTOM rpynne B cpegHemM COCTaBwui
61,41+4,2% (Hopma 44,76+4,32%). CpaBHeHue Mo-
kazatenen CXK n KHT y neteit ¢ retepo3nroTHbIM HO-
cuTensCcTBOM HIMX 1 KOHTPONBLHOW rpynnow nokasano,
41O ypoBeHb CX y retepo3uroT B 1,5 pasa Bblille Mo
CpPaBHEHWIO C KOHTPOJIbHOM rpynrnon, a KHT Bbiwe B
1,3 pasa. B KpoBM HOBOPOXAEHHbLIX C FTOMO3UIOTHbLIM
HocuTenbCcTBOM HIMX (6 HOBOPOXAEHHBIX) COAEPXaHNE
CX B cpepHem BbisiBneHo 41,72+1,02 MKMOnb/A.

B atom rpynne copepxaHue

il s xenesa npesbiiano B 2,1 pasa
sorTCK ] 4 [ EEXEH MO CPaBHEHWMIO C KOHTPOJILHOM
:2 - L rpynnoin. YposeHo KHT y neten ¢
0 40 =—— FOMO3UrOTHBbIM  HOCUTEJIbCTBOM
2011 20 E HIM'XBcpenHem 6bin1111,87+3,33%
'g ! g J o _ — (Hopma 44,76+4,32%) Copepxa-

Ko Fewp. | Towon Kowr.  Tewp. [Fowo. AR AR Hue KHT 6bin0 BbisSiBNIEHO B 2,1%

Tpanceppin

600 meppn'rmLJ

wrf100 sxr/sun pas3a Bbille, 4H4eM Yy 300pPOBbIX

HOBOPOXAOEHHbIX.

%
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B pabote npeacTtaBneHbl
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Konr. Terep Tomos. Kour. Terep. Tomos,

Matepuanbl  HabnogeHUs  Hag,
176 petbmm  BO3pacta (100
ManbynkoB 1 76 OeBOYEK), cpeaun

T 3
=¥ KoTopbiX y 16 (9,0%) BbIABAEHO
HocutenbctBO HIX. N3 Hux 5
Puc.2 Ouarpamma 6MoXumMmnyecKkux rokasarenem xesnesa 60sbHbix ¢ HIX. OblIMN  TOMO3UIOTHLIMU U 11
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reTepo3nroTHbIMKU HocuTensiMu 3aboneBaHus (puc.
1). Mony4yeHHble pe3ynbTaThl Nokasanu, YTo Hanbonee
Bblpa>KeHbl N3MEHEHUS cogepxaHus 6enkos,
OTBETCTBEHHbIE 3a MeTabonnam xenesa y OOJbHbIX,
roMo3uroTHelx no reHy HIMX. Ocob6eHHO MnoBbILWEH
ypoBeHb deppuTtuHa (17,8%), 4TO BMANMMO, CBS3AHO C
HaKOoMJeHNEM Xxenesa c BO3pacTOM W MOBbILLEHHOW €ro
abcopbumeri B Xenyao4HO-KULIEeYHOM TPaKTe HadnHas
Y€ C Nepnoga HoBOPOXAEHHOCTU. bonbLuoe 3HaveHne
NPV HaKOMJIEHUM Xene3a B OpraHn3Me MMeEeT Takxke
TpaHcheppuH. CHTE3 ero npu u3bbITKE Xenesa B
OopraHv3me He yBenninBaeTcsl, a HA060OPOT, HECKOJbKO
CHUXaeTcs U3-3a  (DYHKUMOHASIbHbIX  HapyLUeHWi
neyeHu, YTo BEOET K 3Ha4YnTeNbHOMY yBennyeHuto KHT,
a Takke K HecneuudpuyeckoMy CBSI3bIBAHUIO Xenesa
3TUM 6EnKoB, 1 K elwé 60bLLIOMY CUOEPO3Y MNEYEHN U
OpYyrvx opraHoB.

Y roMo3uroTHbIX getein Habmoganu ysennyexHme CX
- 46,58+2,76 mmonb/n (Hopma 12,01+0,32 mmonb/n)
KHT BbisBunn 74,76+5,75% (Hopma 28,59+0,22%). Y
roOMO3UrOTHbIX 60/1bHBLIX COK 6bIN0o yBENMYEHO B 3,9 pasa,
aKHT B 2,6 pa3a. Y retepo3uroTHbIX geTen bnoxmmmye-
ckue rnokasartenv obMeHa xenesa oTM4anmncb OT KOH-
TponbHoW rpynnbl. Konnyecteo CX 6bl10 NOBbILIEHO
B 3 pasa, a KHT B 2 paza. B aToin rpynne 60bHbIX
onpenenuan MoBbILLEHHbIA YPOBEHb CbIBOPOTOYHOIO
deppuTtuHa 222,7+0,6 mkr/mn npmn Hopme — 28,5+0,37
MKr/mMn. JnarHocTuka reTepo3nroTHOro HOCUTENbCTBA
HIMX y aTux geTten ctana BO3MOXHOW TONbKO MNOTOMY,
4YTO OOMH U3 poauTenen y Hux 6bin Hocutenem HIEX. O
HaCNeaCTBEHHOM MPOUCXOXAEHUN 3a60NeBaHMS Y 9TUX
[eTeli CBUOeTeNbLCTBOBANM Pe3ybTaTbl 06Cnen0BaHus
Onvxanmwmnx pPoACTBEHHUKOB C npoBedeHvem HLA

ceMen B 3-x nokoneHusx. Y HabnogaBLIMXCA
O0NbHBIX OeTelt cpeau POACTBEHHUKOB BbISIBAEHbI
rannotunel A, B, (B 6 cnyyasx), n A, B, (B 4
cnyyasx), nogreepxpgawowme accoumaumio HIMX co
cneundunyecknmu aHtureHamm HLA.

Cpeaun obcnenoBaHHbIX Takke BbisiBNEHO 29 601b-
HbIX TOMO3UIOTHbIX U FETEPO3UTOTHLIX MO reHy HIMX B
Bo3pacTe oT 23 oo 63 net (17 XeHWUH 1 12 MyXUnH).
KoHTponbHyto rpynny coctasmnm 20 340pOBbIX NOOEN
(8 >XEHLLUMH 1 12 MYX4UH, cpeaHuii Bo3pacT — 45 nerT).

Peaynbtathl K3y4eHUs nokaslaTenen obmeHa
xenesay 60nbHbIx HMX nokasanu, 4to ypoBeHb CX 6bin
nosbllleH n konedancs ot 38,4 oo 81,36 mkmonb/n. KHT
HeEM3MeHHO npeBbiwan 60%, yacto gocturas 157%.
YpoBeHb 3anacHoro xenesa CP — 548,4+76,94 mkr/n s
OTAENbHbIX cnyyasx konebancs ot 92 no 1100,5 mkr/n.
YpOBEHb CbIBOPOTOYHOrO TpaHCdeppuHa paBHANCS
271+4,2 mr/100, npu Hopme 369+20,5 mr/100 (puc.2).

Takum o006pa3om, Hamu paspaboTaH KOMMIEKC
MeTOoOMYEeCKMX NPUEeMOB O UCCnedoBaHuUs obmeHa
Xenesa B pasnnyHbIX BO3PACTHbIX MEpMoaax.

BbiBoA,. Hanbonee MHpOPMATUBHbLIM
andoepeHumanbHO-aMarHoCTUYeCKUM Kputepmem
HIMX ABNsIeTCA KO3 PnUmMeHT HacblLLEeHna
TpaHcheppuHom  (KHT)  koTopeii  onpenensiet

HapyLleHne obMeHa xenesay n1u,c TOYHOCTbIO 10 95%.
MonyyeHHble JaHHbIe 0OMeHa Xxenesa Aans BO3pacTHbIX
rpynn noMOryT BpayaM TOYHO [/ pacrno3HaBaHus
pasnnyHbix reHetundeckux cdopm HIMX mn HasHayveHus
TOYHOr O JIeYeHNst 3ab0neBaHUs.

MepcnekTnBbl panbHEALNX wUCCenoBaHUMN.
BynyT uccnepoBaTbCcs HapyLLEHUS oOMeHa xenesa npu
OPYrnx HacneacTBEeHHbIX 00NE3HAX KPOBU XapaKTepHbIX

TUNMPOBaHUSA U FeHeanornyeckne uccnenoBaHue  ANs HaceneHus AsepbainoxaHckoi Pecnybamku.
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YAK: 61:577.132:03.31.

BIKOBI OCOBJIMBOCTI OBMIHY 3AJ1I3A Y XBOPUX I3 CNAAKOBUM rEMOXPOMATO30M

AckepoBaT. A., lacansape H. 4.

Pesatome. MoLuyk nabopaTopHMX KOMMIEKCHUX METOAIB A9 BUSIBJIEHHS! BIKOBMX OCOOMBOCTEN Cepem, XBOPUX
i3 cnagkoBuM remoxpomaTto3om (CIrX) e aktyanbHUM 3aBOaHHAM. TakMMK GIOXiMIYHHUMW MOKa3HUKAMM MOXYTb
OyTn cMpOBaTKOBE 3aNi30, KOeiLiEHT HAaCU4YeHHS TpaHChEPUHY, depuTrH, TpaHchepuH i HLA TunyBaHHSA. MeToto
[aHOro OOCnioXeHHs OyNo BUBYEHHSA HA OCHOBI Cy4aCHMX BIOXIMIYHNX | FTEHETUYHMX METOAIB BiKOBMX OCOONMBOC-
Teli 06MmiHy 3aniza cepen xBopux 3 CIX. B gocnigxeHHs 6yno BkodeHo 245 xBopux 3 CIX, y sikux BUMipioBanu
piBeHb 0O6MiHy 3anisa. [MokasaHo, WO i3 yCix AOCNioKyBaHMX NOKa3HUKIB 0OMiHY 3anisa, HanbinbLly 3HAYUMICTb

92 BicHuk npo6nem Gionoriti meanunHm — 2016 — Bun. 2, Tom 3 (130)



KNIHIYHA TA EKCMEPUMEHTAJIbHA MEOAULUUHA

MaloTb NOKa3HMKM CMpPOoBaTKOBOro 3anisa (C3) i koediuieHT HacuveHHsa TpaHchepury (KHT). MigsuileHnn piseHb
C3 i KHT 6yno BuaBNeHO y BCix BikOBMX nepioaax. MopiBHAHHA NOKa3HWKIB 3aJli3a BUABUIIO, LLO Ui AaHi 36inbLUeHi y
NOPIBHSIHHI 3 KOHTPOBLHO rpynoto B 1,5-2,0 pa3u. CnagkoBuin xapakTep NnopyLUeHHs 06MiHy 3anisa nigTBepannm
BMBYEHHSIM LIMX NMOKA3HWKIB CEpPeL, HAMBNMXKXIYNX POAMYIB BUSIBIEHNX XBOPUX.

KniouoBi cnoBa: cnagkoBuii reMoxpomaTos, 3ani3o, TpaHchepuH, GepuTmH.

YAK: 61:577.132:03.31.

BO3PACTHbIE OCOBEHHOCTU OBMEHA XEJIEBA Y BOJIbHbIX C HACJNEACTBEHHbBIM
FTEMOXPOMATO30M

AckepoBa T. A., lacansape H. 4.

Pe3tome. Novick nabopaTopHbIX KOMMAEKCHbIX METOA0B AJ151 BbISIBIEHWSI BO3PACTHLIX OCOBEHHOCTEN cpeau
OO0NbHbIX C HACNEACTBEHHBLIM reMoxpomaTo3omM (HIMX) senseTcsa akTyanbHoOW 3agadyein. Takumm GUOXMMUYECKUMUA
nokasarensiMm MoryT OblTb CbIBOPOTOYHOE Xene3o, KO3I(M@UUMEHT HaCbIWEHUs TpaHcheppuHa, GeppuUTyH,
TpaHcdeppuH HLA TUNnnpoBaHms. Lienbio AaHHOr0 UCCneaoBaHuns SBUIOCh M3YYeHME Ha OCHOBaHNM COBPEMEHHbIX
OUOXMMUNYECKMX N FeHETUYECKMX METOL0B BO3PACTHbIX 0COOEHHOCTel obMeHa xenesa cpeaun 60sbHbIx ¢ HIX. B
nccnenoBaHme 6bI10 BKIOYEHO 245 60bHbIX ¢ HIX, y KOTOpbIX n3Mepsiain ypoBeHb 0OMeHa xenesa. lNokasaHo,
4YTO M3 BCEX UCCNieayeMbix nokasaTesien obmMeHa xenesa, HaubosblIen 3HAYMMOCTbIO 06nagaloT nokasaTenm
CbIBOPOTOYHOrO xenesa (CXK) n koadpdpuumeHT HackiweHns TpaHcheppuHa (KHT). MNoBbiweHHbIM ypoBeHb CX n
KHT 6b1n BbISBNEH BO BCEX BO3PACTHbIX Nepuoaax. CpaBHEHME Noka3aTenein Xenesa BbigBUIIO, YTO 3TN AaHHbIE
YBENMYEHBI MO CPABHEHUIO C KOHTPONbHOM rpynnoit 1,5-2,0 pa3a. HacneaCcTBEHHbIN XxapakTep HapyLLleHnss obmMmeHa
Xenesa noAaTBepaun U3y4eHNeM 3TUX NnokasaTtenein cpean 6nmxanumnx pOACTBEHHUKOB BbISIBIEHHbIX OOJIbHbIX.

KnioueBble cnoBa: HaC/Ie4CTBEHHbIN FEMOXPOMATO3, XeNe30, TpaHCcheppuH, GeppuTuH.
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AGE PECULIARITIES OF IRON METABOLISM IN PATIENTS WITH HEREDITARY HEMOCHROMATOSIS

Askerova T. A., Hasanzade N. H.

Abstract. Purpose: to study age peculiarities of iron metabolism in patients NGKH on the basis of modern bio-
chemical and genetic techniques.

Object and methods. We studied 245 patients with NGKH. Of these, 200 people were newborns, 16 children
aged 6-12 years and 29 individuals adults. Used complex clinical diagnostic techniques, biochemical, and immu-
nochemical methods. Of the biochemical methods used the determination of serum iron (SG), total iron binding
capacity serum (OSS), latent iron-binding capacity of serum (LISS), the coefficient saturation of transferrin (CST)
on Henry. Analytical isoelectric focusing (IEF) of different types of transferrin in polyacrylamide-amprenavir plates
with a pH of 4-6 in the 2117 Multiphor apparatus with subsequent quantification of the gels 2202 laser densitometer
(LKB, Sweden). Antigenic testing at the HLA was carried out according to the method Taraski using the set of test
anti-HLA sera. Several patients carried out liver biopsy with subsequent morphological inheritance.

The results and discussion. To identify NGKH in umbilical cord blood from 200 newborns examined indicators of
iron metabolism. In 20 (10%) of the infants (11 boys and 9 girls) were identified with a high level of the LF and other
parameters of blood. The obtained results allowed us to classify this group of newborns at risk. The content of ironin
the blood of newborns were divided into heterozygous and homozygous carriers NGKH. The paper presents moni-
toring data on 176 children (100 boys and 76 girls), among whom 16 (9,0%) revealed carrier NGKH. 5 of them were
homozygous and 11 heterozygous carriers of the disease. The most pronounced changes in the content of proteins
responsible for iron metabolism in patients homozygous for the gene NGKH. In homozygous children have seen an
increase in the LF — 46,58=0f 2.76 mmol/l (norm of 12.01+0,32 mmol/l) of the CST revealed 74,76+5,75% (norm
28,59+0,22%). In homozygous patients with CF was increased 3.9 times, and the CST 2.6 times. Heterozygous
children biochemical indicators of iron metabolism were different from the control group. The number of LF was
increased in 3 times, and CST 2 times. In this group of patients identified elevated levels of serum ferritin 222,7+0,6
ug/ml when the norm is 28.5+0.37 mcg/ml. Diagnosis of heterozygous carriers NGKH these children was only pos-
sible because one of the parents was a carrier NGKH.

Those surveyed also identified 29 patients homozygous and heterozygous for the gene NGKH in age from 23
to 63 years (17 women and 12 men). The control group consisted of 20 healthy individuals (8 women and 12 men,
mean age 45 years). The results of studying of indicators of iron metabolism in patients NGKH showed that the level
of LF was increased and ranged from 38,4 to 81,36 umol/l. CST has consistently exceeded 60%, often reaching
157%. The level of reserve iron SF — 548,4+76,94 ug/l in individual cases ranged from 92 to 1100,5 ug/L. The levels
of serum transferrin was equal to 271+4.2 mg/100, at a rate of 369+20.5 mg/100. Thus, we have developed a range
of methodological techniques for the study of iron metabolism in different age periods.

Conclusion. The most informative differential diagnostic criterion NGKH is the coefficient of saturation of trans-
ferrin (CST) which determines iron metabolism in individuals with an accuracy of 95%.
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