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B OTBET Ha YBCIMYECHUE KOHLCHTpALIMKM I1apa-
METPOB KOATYJISALIMOHHOIO 3B€Ha reMocrasa.
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POJIb METABOJIN3MA KEJIE3OIIOP®UPUHOBOI'O KOMIIJIEKCA B
PA3BUTHUN AHEMHUYECKOT'O CUHJIPOMA Y BOJBHBIX MAJIOI ®OPMOM
B-TAJIACCEMUU

Iapuro Anvoubeposna Baiimaesa'*, Cmanuciaeé Ceménosuu beccmenvyes’

Asepbationcanckuii HUHU zemamonozuu u mpancgysuonozuu um. bB.A. Diieasoea, 2. baky,
HHU 2emamonozuu u mpancysuonozuu, 2. Canxm-Ilemepbype

Pedepar

Hean. OnpenenuTsh 3HaUeHME OCHOBHbBIX TTOKa3aTeseil MerabonuaMa nopdupruHOB U MapKEpoB oOMeHa Kene3a B pa3-
BUTUY aHEMHYECKOro CHHAPOMa Mpu Majoii popme P-TanacceMum.
Mertoabl. O6¢cnenoBanbl 58 GonbHbIX Mayioil dopmoii f-ramaccemun ¢ nepuuutom depMeHTa TTHK030-6-pocdaT-

nmeruaporeHassl U 150 manmeHToB ¢ Masoii Gpopmoit B-TamacceMun 6e3 comyrcTByroleil depMeHTonatuu. st Bepuduka-
LMK TUarHo3a -TajacceMuyl MCIONb30BaIn MeKTpodope3 remornobuHa. McciaenoBaaym OCHOBHBIE MOKasaTenu mnopdu-
PMHOBOro oOMeHa B SpUTPOLIMTAX ¥ MOYE B COMOCTABIEHMH C 3aracaMy Kejie3a B ChIBOPOTKE KPOBM, KOCTHOM MO3re 1
MEeYeHMU.

Pesyabrarhl. [Toka3aHo, 4TO OMpeeTeHe PacCTBOPUMBIX TpaHChEPPUHOBBIX PELIENTOPOB U LIMHKITPOTOMopdhr pruHa —
aJIbTepHATHBA MCCIEIOBAHIIO CBIBOPOTOUHOr0 Xesnesa. [Tpu Maoit opme -ramacceMunt N3MeHEHMs B 0OMeHe Xene3a —
He eNMHCTBEHHAs MPUYMHA MMIIOXPOMHON MUKPOLUTAPHON aHeMUU. Borbliast poib MpUHAIIEKUT U3MEHEHUSIM KOH-
IHEeHTpauy CBOOOTHBIX (hopM rmopduprHOB B spuTpounTax. C MX MOMOIIBIO BeIaeTeHb! TrddepeHInaabHO-THarHOCTH-
yecKye MpU3HaKu, oInyarole Manyto dopmy or npyrux dopm B-ranacceMuu u xenezoneduliuTHOro cocrosiHust. [pu
Masoif dpopme f-TaacceMiy He3aBHCUMO OT COMYTCTBYIOIIel (pepMEeHTONaTHN MPUCYTCTBYET HeCTaOMIbHOCTh OCHOBHBIX
MoKasaTeneil Merabonn3Ma xKene30nopbu pruHOBOro KOMILIEKCa.

BeiBoa. 1151 orpenesieHnst CTENeH! TSKeCTH aHEMUU IMarHOCTUYECKYrO IIEeHHOCTh MPEeICTaB/seT paciliipeHHoe Hc-
clenoBaHUe TTOKa3aTeeil oOMeHa XKejle3a B COYeTaHUM C OMpeleeHueM MPeNLIeCTBEHHUKOB MOpMUPUHOBOro obMeHa 1
CBOOOIHBIX 3PUTPOLUTAPHBIX TTOPHUPHTHOB.

Anpec s TIepenucku: retopop@yandex.ru
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Kmouesble ciioBa: Manast popMa B-rasacceMnn, TIIIOK030-6-bocdaT-nernaporenasa, yporopdupriH, KormpornopbuprH,
rporornopdupuH, mophOOMIMHOrEeH, IUHKITPOTOMOPGUPUH, CBIBOPOTOYHOE Kee30.

THE METABOLITIC ROLE OF THE IRON PORPHYRIN COMPLEX IN THE DEVELOPMENT OF ANEMIC
SYNDROME IN PATIENTS WITH MINOR FORM OF B-THALASSEMIA D.A. Baytaeva', S.S. Bessmeltsev’. 'Azerbaijan
Research Institute of Hematology and Transfusiology named after B.A. Eyvazov, Baku, *Scientific Research Institute of Hematology
and Transfusiology, St. Petersburg. Aim. To determine the significance of the main indicators of metabolism of porphyrins
and markers of iron metabolism in the development of anemic syndrome during -thalassemia minor. Methods. Examined
were 58 patients with B-thalassemia minor with a concomitant deficiency of the enzyme glucose-6-phosphate dehydrogenase
and 150 patients B-thalassemia minor without the concomitant enzymopathy. Hemoglobin electrophoresis was used to verify
the diagnosis of B-thalassemia. Evaluated were the main indicators of porphyrin metabolism in the erythrocytes and urine
in comparison with the reserve pool of iron in the blood serum, bone marrow and liver. Results. It has been shown that the
assessment of soluble transferrin receptors and zinc protoporphyrin — is an alternative to assessing serum iron. Changes
in the metabolism of iron is not the only cause of hypochromic microcytic anemia in patients with -thalassemia minor.
A large role is played by the fluctuations of the concentration of free forms of porphyrins in erythrocytes. With their help
developed were differential diagnostic criteria, which distinguish the minor form from other forms of -thalassemia and
other iron deficiency states. During -thalassemia minor, regardless of concomitant enzymopathy present was the instability
of the main indicators of metabolism of the iron porphyrin complex. Conclusion. Extended evaluation of indicators of
iron metabolism in conjunction with the assessment of precursors of porphyrin metabolism and free erythrocyte porphyrins
is of high diagnostic value in determining the severity of anemia. Keywords: B-thalassemia minor, glucose-6-phosphate

dehydrogenase, uroporphyrin, coproporphyrin, protoporphyrin, porphobilinogen, zinc protoporphyrin, serum iron.

Manasi dopma [-ramacceMunt — pacrpo-
CTpaHEHHAs]  HAaCJAeNCTBEHHAasl  MaTOIOTUS
9PUTPOHA, OCHOBHOM CUMIITOM KOTOpOW —
TUTIOXPOMHAasl MUKpOIUTapHasi aHemusi [4,
6]. YcraHoBieHOo, 4TO aHeMu$sI y OOJIBHBIX
pa3BMBaeTcsl B TeX ClIydasiX, Korja CHHTE3
remoriaobuHa (Hb) crpamaer B Oonblieil cTe-
MmeHu, 4yeM obpa3oBaHUE SpUTPOLUTOB. Ilpu
[-TamacceMun pa3BUTHIO aHEMWIECKOrO CHH-
IpoMa MOTYT CHOCOOCTBOBaTh WM3MEHEHUS B
cTpykType rema Hb [5, 8, 11]. I'em-perymnsitop,
OTBETCTBEHHBIM 3a MaHHBIM IIpOLIECC, CUHTE-
3UpYeTCsl MPEUMYILECTBEHHO 3pUTpodIacTaMu
KOCTHOI'O MO3ra, ! Ha PEryIsLUI0 ero CUHTe3a
OKa3bIBaeT BIMSIHUE ITPUCYTCTBUE B KJIETKE He-
3HAYUTEIBHOrO KOTMYECTBa MPOTOnopduprHa
u o-ueneid. Hanmune nporonopduprHa B Kier-
K€ paccMaTpUBAalOT KaK pe3yJbTaT CKOIUICHMUS
MIPOMEXYTOUYHBIX HEMCIIONb30BAHHBIX WHIpe-
IUEHTOB CHMHTe3a reMa Jubo Kak MOOOUHOe
coenrHeHue, obpasyrolieecss B 3TOM ITpoliecce
[3]. Perymsmnsa cuHTe3a TeMa B SpUTPOVITHBIX
KJIeTKaX CBsI3aHa C JOCTYITHOCTBIO Kejie3a U
0COOEHHOCTSIMM NIEMiCTBUSI 3PUTPOIIOITUHA Ha
SPUTPOUIHBIE KJIETKU-IIPENIIECTBEHHUIIBI C
paznuYHOi creneHblo nuddepeHInpoBKy 1,
9]. DToT mpolecc oKa3bIBaeT BIMSHUE Ha Me-
Tabomm3M Kesae30rophu puHOBOrO KOMILIEKCa,
onpenensis pa3BUTHe U Mcxol 3aboneBaHus [7,
10, 12]. B maToreHe3e aHeMuu npu Majoi gop-
Me -TaracceMuy 6ATbIIOe BHUMAHUE YIENSIOT
M3MEHEHUSIM O0MeHa JKejle3a U CUHTe3a Moje-
Ky rmobuHa. CoobiieHnit o MeTabonusme mop-
GUPUHOB MpU YKa3aHHON MaTOMOTMU KpaiiHe
MaJjio, YTO CTaBUT JaHHOe 3aboeBaHUE B pas-
PSLI aKTyaJIbHBIX IPOOIeM.

Llens mccaenoBaHus — W3ydeHUE POIUA Me-
Tabonu3Ma MOpPUPUHOB B PA3BUTUM aHEMU-
YecKoro CUHApoMa y OOIbHBIX Maioil opMoit
8

[-ramacceMut  6e3  COIMYTCTBYIOIIEH  Hemoc-
TaTOYHOCTH (epMeHTa IIIOK030-6-pocdaT-nern-
nporeHasbl (I'6PJ1) 1 ¢ ero HemOCTaTOUHOCThIO.

Oo6cnenoBanbl 208 OONBHBIX C BIIEPBHIE
BBISIBJIEHHOI MaJioii ¢opmoit [-TamaccemMuu,
n3 Hux 150 6e3 comyTCTByrOLIEl TaTONIOTUU
(mepBast rpynmna) U 58 ¢ HETOCTATOUHOM aK-
TUBHOCTBIO (hepmeHTa ['6D]] (BTOpast rpymma).
T'pymniibl cocTosiivu NperuMyIeCTBEeHHO U3 Om3-
KHMX POINCTBEHHUKOB OOJIBHBIX TOMO3UTOTHOM
U TIPOMEXYTOYHOU opMaMu [-TajacceMuu
(Memmana Bo3pacta 25 jer), u3 Hux 139 xen-
muH 1 69 myxumH. [Ipu ocMoTpe OOTBHBIX
U YIbTPa3BYKOBOM MCCIENOBAaHUU OpPraHoB
OpIOIIHOI IMOIOCTU OOHApY:KEHO yBelIMYeHle
pa3MepoB cene3éHKM, a Yy 38 OOIbHBIX BTOPOIA
TPYIIbBl — pa3MepoB IedeHW (Kpail opraHa
HuXe pébepHoit nyru Ha 2-4 u 1,5-4 cM coort-
BerctBeHHO). [lpu peHTreHorpacdmm Kocrei
ckenera y 98 G0onbHBIX OOHapY:KeHO pacllupe-
HUe rybuaToro cjiosg U UCTOHYEHHE KOPKOBOIo
CJogl ¢ MpU3HAKaMU OCTEOIopo3a B IJTMHHBIX
TpyOUaTHIX KOCTSIX.

JlnarHo3 ToATBEpXKIANIU TIPA  TTOMOILIKA
amekTpodopesa Hb, meroma Marengo-Row
(1965) (derampubiii Hb 2,8-3,4%; HbA, 3,6-
3,9%), BBISIBIIEHUST BBICOKO OCMOTHYECKOil
PE3UCTEHTHOCTH BPUTPOLIUTOB. AKTUBHOCTD
T'6d]Jl ompenmensii KauyeCTBEHHBIM CIIOCOOOM
no merony R.E. Bernstein (1962). na momy-
YeHUsI HOPMaJIbHBIX MMOKa3aTenell oOMeHa Xe-
Jie3a 1 TopdUPUHOB BbIAeIeHa KOHTPOIbHAS
rpynmna, cocrosias u3 30 3mopoBbix Jauil. [Tpu
BeprdUKAIIMM TUArHO3a MCIIOIb30BAIM CeMeii-
HOTeHeTHYecKre uccienoBanus. Mzsa Todeu-
HOM MYyTaIliX B OMTHOM 13 F'€HOB, OTBETCTBEHHBIX
3a CUHTE3 [-TIOOMHOBBIX TIeTield, y OOMBHBIX WX
CUHTE3 ObLT HE3HAYUTEIBHO CHUKEH.

ITpu neyeHnu OGONBHBIX MpPUMEHsIN nede-



Ka3zanckuii meaumuncKmii xkypHai, 2012 r., tom 93, Nel

Tabauya 1

OcHoOBHbIE TeMaToJIOrHYeCKHe U OHOXHMUYECKHe TI0Ka3aTeM NpH Maioii popme -TanracceMuu ¢ y4éTOM HPOBOIMMOIi
Tepamad (M*m)
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Manas dopma | Jlo meqeHust 19,340,6* | 30,6%0,5 1,940,1* | 25+0,15* 49+0,6* 34+0,4*
B-ramaccemnn, 61+0,9*
n=150 Tloce neyeHust 26+ 0,1 32,240,6 1,540,1 2240,1 4540,2 30+0,5
Manag dopma | Jlo medeHust 18,640,3* 29,7+1,1 2,740,9* 34+1,4* 56+2,4* 42+1,8*
f-ramacceMnn 50407+
¢ nepunuToM | [Tocre JieueHust o 22+1,1 31,6%1,3 2,240,6 27+2,1%* 5342,1 35+1,4%*
T6d, n=58

IMpumeuanue. JoctoBepHOCTh paznuunii: *p <0,01 — cpaBHeHUE HOPMBI ¢ epruonoM moctyreHus; **p <0,01 — cpaBHeHUe

TI€pUOOO0B 10 U ITOCIE JICUECHW .

pokcamuH (mecdepan) u3 pacuéra 25-30 MI/KT B
cyTku monkoxxHo (7-10 mHeit B mecsiin). C 11e1b10
KOHTPOJISI ONpenesIsiv ImoKaszatenu ¢heppuTrHa
B CBIBOPOTKe KpoBH. I1o TTOKa3aHUsSIM Ha3Hayva-
JIU TenaTOMpOTeKTOp aleMEeTHUOHUH (TemTpat)
o 400 Mr BHYTpMBEHHO 2 pas3a B Hemento (1o
1.5 Mec), a ¢ menblo KyIMPOBaHUS aHEMUYECKOo-
ro CHMHIpOMa — 3IO03TUH ajbda (AIpeKc) 1o
10 000 ME nonkoxHo 3 pa3a B Hememro. Jlms
060pbOBI C MHTOKCUKAIIMEH, YCTpaHeHUST IIpUYn-
HBI TeMOJTN3a U OCTOXKHEHUM CO CTOPOHBI ITOYeK
1 cepaiia 60MbHBIM 13 BTOPOI TPYIIIbl Ha3Haya-
JI ceaHChI JiedebHoro IasMadepesa (1o 3 mpo-
LIeIyp C MHTepBajioM 3-5 mHeii).

Bcem  6anbHbIM ¢ Manoir  opmoit
[B-ranaccemMuu B AMHAMUKE 1O U TTOCTIE JIEYEHUS
MPOBOIMJIM ClIeAytolIne 1abopaTOpHbIE U CCIen0-
BaHMSI: OOLLIMI aHATU3 KPOBU C TTOICYETOM TPOM-
OOLIMTOB U PETUKYJIOLMTOB (OMHOKYISIPHbII MU-
Kkpockor «MC-50»), ompeneneHure reMaToKpuTa
1 OCHOBHBIX 3pUTPOILUTAPHBIX MMOKa3aTeneid Ha
aBTOMaTHUYecKoM aHanm3aTope «Pentra 120» (ko
JIMYECTBO 3PUTPOLIMTOB, CPETHU 00BEM BPUTPO-
nuTa, cpemHee comepxxanue Hb B spuTporure,
cpenHsisi KoHIeHTpauuss Hb B sputporurax).
ITo obiienpuHSITHIM MeTomaM Ha OMOXMMUYe-
CKOM aHajm3aTope OLIEHWBAIM COlepXKaHue
obirero ounupybrHa m ero ¢pakiiuii B ChIBO-
pPOTKe KPOBU, aKTUBHOCTh aJlTaHUHAMUHOTPaHC-
depazpr  (AJIT), P-rayraMUITpaHCIIEITHIA3HI
(I'TT), menounoir docdaraspr (LLP). ITo me
tony R. Henry u coasr. (1958) Ha cmekTpodo-
Tomerpe «CP4A» nccneqoBaad KOHIIEHTPAIIUIO
ceiBopoTouHOoro xkemesa (C2K, Hopma 18,9+
+0,79 MKMOIB/1) 1 OOLIYIO >KeIe30CBSI3bIBaiO-
ILIYIO CITOCOOHOCTD ChIBOpPOTKU KpoBu (O2KCC,
HopMma 58,6+1,3 mkmonb/1). C moMolIbio am-
napata «Organon teknika microwell system»

UMMYHOMDEPMEHTHBIM METOIOM  OMpenessiiv
ypOBeHb (hepprUTHHA B CHIBOPOTKE KPOBU (HOpMa
76+4,9 nr/mu). Hapsimy ¢ 3TuMm, UCIOIB3YS
MOHOKJIOHQJIbHbIE aHTUTENa, UMMYHO(DEpMEHT-
HBbIM METOIOM UCCIeNoBali YPOBEHb PaCTBO-
PUMBIX TpaHChEePPUHOBBIX PELeITOPOB (HOpMa
1,6-2,9 MKr/m), a QyIyopuMeTpUUECKUM CIIOCO-
6om Ha ammapate «Proto Fluor Z.» B kanmuisip-
HOI KPOBU OMNpPeneisyii KOHLIEHTPALMIO IIUHK-
nporornopduprHa (HopMa 27-68 MKMOIb/MONb).
B xocTHOM Mo3re MOACUUTHIBAIA CONEpPXKaHUE
cunepobIacToB M CUAEPOLUTOB. B KOHTpoOIb-
HOI TrpyIre ypoBeHb CHUAEpOOIacTOB COCTABUII
24,540,98%, cunepounToB 2,8+0,7%. 1151 BbISIBIIE-
HUS MOp(OTOrnyecKux U3MeHEHU N B CTPYKTYpe
Me4YEHOYHOM TKAHU U ONPENeIeHUS B HEN XKele-
3a 30 GOMbHBIM U3 KaxKIOi I'pynibl ObUIa Mpo-
BelleHa MyHKLMOHHAas OMoIcusl edeHu (Hopma
comep>KaHUs XXee3a B MeYEHOYHOU TKaHW IO
1 Mr/r cyxoro BeriecTa redeHn ). Hapsiny ¢ atum
HCCIenoBaIv TTOPMOUPUHOBBIN 0OOMEH C MCIOb-
30BaHMEM Ka4yeCTBEHHBIX M KOIMYECTBEHHBIX
MetonoB. OCHOBHbIE MOKa3aTenu Merabanu3Ma
nmopprHOB B KOMTMYECTBEHHOM 3KBHBaJIeHTE
nonydanu Ha crektpodoromerpax «CD-4Ay» u
«CP-16». C moMoIIIbp0 MOHOOOMEHHOM XpoMaTo-
rpacdun Ormpenensii HadajlbHble 3Tarbl CUHTE-
3a TOpHUPHUHOB — KOTMYECTBO aMUHOJIEBYTMHO-
BOIf KUCIOThI U MopdoOMINHOreHa B MoYe T0
D. Maugzerall u S. Granik (1956). UccnenoBanu
comep:kaHue CBOOOMHBIX ITOPGUPHUHOB B 3pU-
TpouuTax (ypomopdupruHa, KorporopduprHa
u nporornopduprHa) mo merony T. Dressel u
J. Falk (1956). YuuTbiBasi MOBBIILIEHHYIO CBETO-
YYBCTBUTEIBHOCTh MOPMOUPUHOB U UX HECTOM-
KOCTb B PaCTBOpax, Mbl BHECJU KOPPEKTUPOBKY
B IIpuMeHsieMble MeTonbl: (1) paboTy mpoBonuin
B 3aTeMHEHHOM MOMeIleHUH; (2) coKkpaliaiu
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Tabnuya 2

OcHOBHbIE I0Ka3aTeJH KeJ1e30n0p(hHPHHOBOro KOMILIEKca IPH Maioii (hopme f-TaracceMuu, ¢ y4eToM IPOBOIMMOIi
Tepamud (M*m)

AMUHO- Korpo- R
Tepuon nesynu- | [Topcobu- | ¥Yporop- ; © B TKaHH
PopmbI 3a60me- onperene. CX | OXCC| "~ g nuHoren | chpu Hoi(l);l/l TIeueHH,
BaHUS s ro— p MT/T CyXOoro
BeLLleCTBa
MKMOJb/T MKMOJTb/CYT MKMOJTb/TT
Maias dopma o neyenus: | 27,540,4 | 5040,5 13+0,1* | 8,6+0,02* | 0,2+0,01 | 0,48+0,02
B-ranaccemun, Tocne 2,7-6,5*
_ 21,40,2 | 5240,6 9,540,1 7,240,01 | 0,25+0,01 | 0,5240,01
n=150 JIedeH s
Manas dopma Ilo neueHust | 68+2,8% | 39+1,3* | 2340,9* 17+0,5% | 0,120,01* | 0,5840,025
f-ramaccenu c me- - 3.6-8.7*
urrom [T, |10 530,4% | 44519 | 1820.6 14:0,4 | 0,15:0,01 | 0,510,015 m
n=58 JIeYeHU St

ITpumeganwne. JlocToBepHOCTH pasnuunii: *p <0,01 — cpaBHEeHMe HOPMBI ¢ TIEpMOIOM ITocTyIieHus; **p <0,01 — cpaBHeHUE

TEPUOOOB OO U TTOCIE JCYECHUA.

BCE OTambl HUCCIAEIOBAHUS — TMPONQIKUTETDb
HOCTb 9KCTpaklLMW, pasfeleHus] cpel U Mo
CIIEYIOIIEr0 OTMbIBAHUSI 3KCTPAKTOB; (3) st
TTOMTHOTHI BBIIEIEHUS TTIOpMUPUHOB U3 paboueii
CpeIbl BOMOCTPYMHBIN HacoC 3aMEeHUIIN Ha CTeK-
JISHHBIN TOMOTeHM3aTop ¢ IByMs (MIIBTPaMH,
YTO COKPATUJIO BpeMsl Ha TPOBeIeHe MCCIeno-
BaHMI M Jajio BOBMOXHOCTb JOCTUYb TTOTHOThI
BbIIENIEHUsI TTOPOUPUHOB U3 3pUTPOLIUTOB. B
HOpMe CpellHsIsl KOHILIeHTpalusl yporopbupruHa
cocrapmia 0,240,01 MKMonb/1, Kompornopdu-
puna 0,55#0,04 MKMOnb/1, mporornopdupuHa
4,3+0,3 MKMOMB/JI, B MOYe comepsKaHe aMIHO-
JIEBYJTMHOBOM KUCTOTHI 8,640,7 MKMOIb/CYyT U
nopdobmnuHoreHa 2,06+0,34 MKMOIB/CYT.

ITonyyeHHbBIe pe3yNbTaThl OLIEHWBAJIU CTa-
TUCTUYECKHU, TYTEM OIpeneleHus] cpeaHe-
apudmernyeckux BemuuyuH (M) m ommbok
(#m) MeromoM BapuallMOHHON CTaTUCTUKU.
ITpn obpaborke MaHHBIX MCIOIB30BAIU ITPO-
TPaMMBI JIJIs AEKTPOHHOI Tabnuisl Microsoft
Excel (Windows XP), a Tak:ke makeT cTaTUCTU-
yecKuX mporpamMm «Statistica 6.0».

AHeMMYeCcKUIi CUHIPOM pa3IMuHON CTere-
HU TSIKECTU TIPUCYTCTBOBAJ y BCeX OOMBHBIX C
U3MEHEHUSIMU DPUTPOLUTAPHBIX MapaMeTpoB,
MpU3HaKaMu TeMonu3a Wy 38 MmalueHToB
C TMaTOIOTMYECKUMU TedEHOYHBIMMU Tpoba-
MHU. AHEMHUST B CpaBHUBAaeMBIX TPyIIiax Oblia
TUTIOXPOMHOI MUKPOLUTAPHONW, € aHWU30- U
MMOMKUJIOIIMTO30M, MUIIIEHEBUIHBIMU BPUTPO-
nutamu (tabn. 1). B obeux rpymmax O0IbHBIX
SPUTPOLIMTAPHBIE MapaMeTpbl (CpemHUil 00b-
€M spuTpoluTa U cpenHee comepkaHue Hb B
spuTporuTe) 6bI cHUKeHHbIMU (p <0,01).
Y 29 O6onbHBIX BTOpOH TpYIIbI, Tae Maas
dopma [-ramacceMuy COIMPOBOXKIATACH Hapy-
LIeHHON akTUBHOCTHIO bepmeHTa ['6D]JI, ObL1
oOHapykeH THUIepPCINIEHUYEeCKU CHHIPOM.
Konnuecrso Hb, apuTpoliiTOB 1 reMaTOKPUT
10

B ITEPBOIA TpyrIIie 10 JedeHUs ObUIO MTOHMKEHO
(90+2,3 r/m, 4,940,3x10%/nm u 29,5+1,3% coor-
BETCTBEHHO). Y OOMBHBIX BTOPOH TPYIITBI 3TH
nokazatenu Obim emé Hike (Hb 86+2,7 r/m,
KOIAYECTBO SpUTPOIUTOB 4,640,6%102/71), uTO
00yCJIOBIIEHO KaK OCHOBHOI TTaTONOrMel, Tak 1
TeMOJTM30M 3PUTPOIIMTOB BCIENCTBUAE HehUIIN-
Ta I'6J. OnHOBpeMEeHHO y OOIBbHBIX BTOpOIA
T'PYIIbl 3aPETUCTPUPOBAHO HapylieHue GyHK-
LIMOHAJIBHOTO COCTOSIHMSI TE€YeHU, MOATBEpK-
NEHHOE TONOXKUTEIbHBIMU  MeUYEHOYHBIMU
npobamu (AJIT, I'TT, LIP), nsmeHenus: Ko-
TOPBIX HapacTajiy IMpHU TeMOTUTUYECKOM KpH-
3e, ocobeHHo nipu nedunure [6DI (Tabm. 2).
IIpeuMylIiecTBEHHO Yy TIAIIMEHTOB  BTOPOIA
TPYIIBI BBISIBIEHO TIOBBIIIIEHHOE COmepKaHue
obmiero O6mnauMpyorMHa B CHIBOPOTKE KPOBU 3a
cuér HempsiMoil ¢bpaKIlMd U BbICOKAsl aKTHB-
HocTh aMuHOTpaHcdepas. O2KCC Obuta HHU3-
KON, UYTO CBUIETEIBCTBOBAIO O HapylIeHWU
0eTKOBOCMHTE3MpYIOIIel (YHKIIUU TIedeHH.
TakKe BBISIBICHO HapylleHWe TeMoOpa3oBa-
HUsI, 0 9€M CBUIETETbCTBOBAIM W3MEHEHUS
HavaJbHBIX 9JTaloB cuHTe3a rema Hb (ero
MpeNiIecCTBEHHMKOB) U TIeperpy3ka opraHu3ma
Kene3oM (cM. Tabi. 2). OTMeueHO TOoBbIIIeHe
colep>KaHUsl aMUHOJEBYJIMHOBOI KUCIOThI U
nopdodbunmHoreHa B moue (p <0,01), mpuuém
6ormee OTUETIMBOE Y OONBHBIX BTOPOW TPYITIIHI,
YTO OTPa3MJIOCh Ha MOCENYIONINX 3Tarmax CuH-
Te3a nopdupuHoB (p <0,01). Ilpu mamnoii dop-
Me [-TajacceMuM BBISIBIIEH OucOanaHC B KOH-
LIEHTpalluy cBOOOTHBIX (HopM MOPbUPUHOB B
SPUTPOLIUTAX, TSIKECTh KOTOPOro CBsi3aHa ¢ Co-
MYTCTBYIOIIEN HeT0CTaTOUHOCThIO aKTUBHOCTHU
I'6dJ1. B mepBoit rpynrie mpu majuoii dopme
[-TamacceMmn KOTUIECTBO CBOOOIHOTO yPOITOp-
duprHA 6bLTO HOPMATBHBIM, B TO BpeMsT KaK y
OONMBHBIX BTOpOU Tpyrnbl — HU3KUM (p <0,01).
Bmecrte ¢ TeMm, y 6onbHBIX 00eMX TpyIN B OU-
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HaMUKe He OTMEUEHO 3HAYMMBIX pPa3Iuuuii
B TOKa3aHUSIX B3PUTPOLUTAPHOrO KOIPOITOp-
¢duprHa, KOTOPbIii B CpelHEM HECYIECTBEHHO
OTJIMYAJICS OT HOPMBI, YTO CIYXKUT Ba>XHBIM
IMArHOCTUYECKUM ITPU3HAKOM, XapaKTePHbIM
st Manoil dopmbl B-ramaccemun. Criemyer
OTMETUTH BhISIBICHHbIE N3MEHEHUSI B CUHTE3e
KOHEUHOr'o MponyKTa oOMeHa MOpGUpPUHOB —
nporonopduprHa, Ha CcomepKaHUe KOTOPOro
OKa3blBajia BIWSIHUE TSIKECTbh TeMOJIN3a B pe-
3yJIbTaTe conyTcTByromero nedunnurta 6D,

B mepBoii rpymnrie 601bHBIX KOHIIEHTpPALIUS
rnmporonopduprHa B 3pUTPOLIUTAX IO U TOCTE
JIeUeHHUSsI He oTimvanach or HopMmbl (3,9+0,3 u
4,3+0,3 MKMOIb/T cooTBeTcTBeHHO, p >0,5). B
TO K€ BpeMsI BO BTOPOIA TPYIIIE ero KOIUYEeCTBO
ObUIO HMXK€ HOPMBI U JaHHBIX B IIEPBOIA TpyI-
e (2,5+0,16 n 2,8+0,24 mxMmonb/i1, p <0,01). D10
Ba)KHbII TUAarHOCTUYECKUI MTPU3HAK MPU Ma-
Joit dopme P-TamacceMUU € COMYTCTBYIOLIUM
nebunutom I'6DJI. IlapamienbHO ¢ Hapyllle-
HUSIMU B MOpGUPUHOBOM OOMeHe y OOIbHBIX
obHapy:KeHbI U3MEHEHMsI B MeTabonu3Me K elle-
3a, KOTOpbIe MPEUMYILIECTBEHHO KacalucCh €ro
3amacoB. Y 132 n3 208 60IBbHBIX OTMEYEH IIC-
6ajaHC MEX Iy YMEPEHHO yBeJTMUEHHBIM COIEep-
kaHreM C2K 1 BICOKMMU OOIIMMU 3ariacamu
3TOro 7eMeHTa B opraHu3Me. Y OONbHBIX M3
BTOpOii Tpynmbl KonudyectBo C2K cyiiecTBeH-
HO ITOBBIIIAJIOCh Ha BBICOTE T'eMOIUTUYECKOro
kpu3a (p <0,01), 4TO KOppearpoBajao C I1OBLI-
LIEHHBIM CONEpPKAaHUEM pPacCTBOPUMBIX TPaHC-
deppuHOBBIX perentopoB (r=0,06). B mpormecce
MTPOBONMMOI Teparuu 3aperucTpupoBaHO OT-
yéTIMBOE CHUKEHUE KOHLIEHTpalluy I[UHK-
nmporonopdrprHa B 3pUTPOLIUTaX (10 JIeYeHU s
2540,9 MKMonb/MOIb Tema, Iocie Tepanuu
14+0,06 MKMOIb/MOIb TeMa). Y OOIbHBIX IIep-
Boil TpymIbl 6e3 nepunuta ['6DJl KonuuecTBo
LUHKIPOTONOpGUprUHA He MEHSIIOCh, YTO MMe-
JIO CyLECTBEHHOE 3HaueHUe B IIJIaHe paHHEel
MUAaTHOCTUKU Maioil ¢opMbl [-TasacceMum.
I'emonu3 sputporuToB npu nedpunure ['6D]I
CITOCOOCTBOBAJT MOBBIIIIEHM O 3aI1aCOB X ele3a, O
4éM CBMIETEILCTBOBAJI BHICOKMIT YpOBEeHb bep-
PUTHHA B ChIBOPOTKE KPOBHU, KOHIIEHTpPAIUS
KOTOpOTo B IIepBoii rpymmne cocrapisuia 189+1,5
HI/MJ, a Bo Bropoi 356+2,7 ur/mi. Ileperpys-
Ka JKeJIe30M opraHus3Ma OOIbHBIX MaJioil ¢op-
Moii B-ramaccemun 6e3 medunmra ['6DI n ¢
nedUIIMTOM TTOATBEPXK 1aJ1aCh BHICOKUM KOJU-
yecTBOM cuaepobnactoB (29+0,6%; 42+1,3%) n
cugepouutoB (5,1+0,3%; 8,5+0,4%) B KOCTHOM
MO3re, a TaKxe pe3yJibTaTaMu OUOICUU I1ede-
HU. B GmonTaTe KOTMYeCTBO XK ele3a B HeCKOlb-
KO pas3 IPeBbIIIATI0 HOPMY.

BbIBOJIbI

IMokazatemu C2K m O2KCC He orpaxa-
IOT WUCTMHHOTO COCTOSIHUSI MeTabonu3ma >Ke-
Jie3a B OpraHm3Me OONBHBIX MaJioil dopmoit
[-Tamaccemmuu, TTOITOMY TapajuIeIbHOE M3yde-
HHUe comep:KaHUsI CBOOOMHBIX popM Imopdupu-
HOB B 9pUTPOIIMTAX OKa3bIBaeT CBOEBPEMEHHYIO
rmomolb B auddepeHIInaabHO THarHoCTUKe
AHEeMMYECKOro cuHIpoma. BaskHbIMU mHbOD-
MaTUBHBIMU KPUTEPUSIMU TIpU Mayioil dopMme
B-ranaccemun c¢ nedunurtom ['6DI cayxat
BbICOKAsl BEIMUMHA SKCKPELUU aMUHOIeBYIH-
HOBOI KMCIIOTBI U TTOpOOMIMHOreHa ¢ MOJOid
W HU3KOe comepkaHue yporiopdupruHa U Mpo-
TonopduprHa B 3puTponuTax. CHHUKEHHas
akTUBHOCTH ['6D ]I crrocobCcTByeT MOBBIIIEHUIO
3aIacoB Kejle3a W BIMSIET Ha CUHTE3 Mopdu-
PUHOB, aKTUBU3UPYS €ro HauyaJbHbIE STallbl.
HccnenoBanune TrokKasaTeneil  pacTBOPUMBIX
TpaHCGhEPPUHOBBIX PELENTOPOB M ITMHKIIPO-
TonopduprHa — aJbTepHATUBA OIpeneIeHUI0
conepxxanust C2K.

JINTEPATYPA

1. beccmenvues C.C., Pomanenxo H.A., A6dyakaodwipos K. M.
DPUTPOIOITUHBI BJIEUEHU U AHEMUHU Y MTAIIMEHTOB C FeMaTOo-
JIOTMYECKMMU 1 COMMITHBIMU onmyxonsimu // Bect. remar. —
2010. — Tom 6, No2. — C. 124-135.

2. Kospueuna E.C., Kapaman HA., Kasaney E.I'. 1|luHK-
nporonopduprH B AMarHOCTUKe NeduiuTa Xenesa y je-
Teii // Mequatpus. — 2007. — Tom 52, Ne5. — C. 22-26.

3. Kysneyoea A.B., Batioyn JI.B., Kospueuna E. u dp. Vic-
MOJB30BaHME SPUTPOLIMTAPHBIX WHAEKCOB U TMOKa3aTeseil
obMeHa kene3a B TuddepeHIMaNbHON AMarHOCTUKE MU-
KpOLIMTApHBIX aHeMuil y nereit // [emarton. Tpancdys. —
2000. — Ne6. — C. 23-28.

4. Pymanyee A.I', Toxapes FO.H. Anemust y nereii: nua-
rHocTHKa, muddepeHInaibHasi IMaTHOCTUKA U JIedeHre. —
M.: Makc-IIpecc, 2006. — C. 18-29.

5. Angelucci E., Brittenham G.M., McLaren C.E. et al. Hepatic
iron concentration and total body iron stores in thalassaemia
major // N. Engl. J. Med. — 2000. — Vol. 343. — P. 327-31L

6. Asadov Ch. 3Thalassemia control program in Azerbaijan
// Intern. Islamic Med. J. — 1996. — Vol. 1. — P. 10-14.

7. Bank A., Dorazio R., Leboulch P. A phase 1/11 clinical
trial of bglobin gene therapy for B-thalassaemia // Ann. N.
Y. Acad. Sci. — 2005. — Vol. 1054. — P. 308-316.

8. Borgna-Pignatti C., Rigon F., Merlo L. et al. Thalassemia
minor, the Gilbert mutation and the risk of gallstones //
Haematologica. — 2003. — Vol. 88. — P. 1106-1109.

9. Eschbach J.W. Iron requirements in erythropoietin
therapy // Best Pract. Res. Clin. Haematol. — 2005. —
Vol. 18. — P. 347-361.

10. Stamatoyannopoulos G. Prospects for developing of
molecular cure for thalassemia // Hematologica. — 2005. —
Vol. 10. — P. 255-257.

11. Weatherall D.J., Clegg J.B. The thalassemia syndromes.
fourth edition. — Blackwell Sci. — 2001. — P. 26-29.

12. Weatherall D.J. Thalassaemia intermedia: cellular and
molecular aspects // J. Hematol. — 2005. — Vol. 86. — P. 186-188.

11



