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MUTOXOHAPUaNbHbIX MeMbOpaH; 06HapyXeHbl B opraHax
pPa3MHOXEHWS; BXOOSAT B COCTaB CTPYKTYPHbIX 6ESIKOB.

TpaHCnopT 1 OKUCNEHNE TPUINLEPULOB. Xupbl,
nonagaioLime B OPraHn3m, U IMNnabl, CAHTE3VPYEMBIE B
NnevyeHn N XMPOBOK TKaHW, TPAHCMOPTUPYIOTCS B Apyrue
TKaHW N OpraHbl, FAe OHW NMBO0 NCNOoNb3YTCH, NNMOO
3anacatotcs [3].

Mpu napeHTepanbHOM NUTAHUM XMUPOBLIMU 3MYJSIb-
CUSIMU TPUMMLUEPUALI NONafakoT B KPOBOTOK M Nog, Aei-
CTBMEM IMNONPOTEVNHNNNASbI, TOKANM3YIOLLENCS B 9HO0-
TENMM KannnnapoB PasHbIX OPraHoB (CepaLa, CeNe3eHKu,
XWUPOBOW TKAHW, NIErkKMUX, MO3rOBOM CJI0€ NOYEK, aopTe,
anadparme), rmaponanayoTcs A0 XMPHbIX KUCAOT.

B nnasme KpoBU ANMHHOLEMNOYEYHbIE XUPHbIE
KMCIOThl CBA3bIBAIOTCS C CbIBOPOTOYHLIM aJIbOYMUHOM
N TPAHCMOPTUPYIOTCS K MUTOXOHAPUSM TakKUX OpPraHoB,
Kak nevyeHb, cepaue, CKeneTHble MblLULbl, OHY HE MOTYT
NPOHMKATb B MUTOXOHAPUIO U OKUCAATCH, €CNN Npea-
BapUTENbHO He 06Pa3yoT aLUMIKapPHUTMH NPON3BOAHbIX.
AKTUBaLMS CpeaHeLenoyYeyHbIX XUPHbIX KUCNOT He Tpe-
OyeT CBA3M C CbIBOPOTOYHLIM a/IbOYMUHOM, KAPHUTUHOM
1 OHM CBOOOAHO OKMUCASAIOTCA B MUTOXoHApuax [1,3].

B Tom cny4yae, korga ncyepneiBaeTcsa 3anac no-
CTYMHbIX YrNeBOAOB, UM NapeHTepanbHOE nuTaHne
npoBoanTca 6e3 40CTaTOYHOro KOIMYEeCTBa YrieBOA0B,
NPOUCXOANT MOBUNNI3ALUS XUPHBIX KUCIOT U3 XXMPOBOM
TKaHW C OKNCNEHNEM NX 0,0 KETOHOBbLIX TeN. KETOHOBLIE
Tena NPOHWKAIOT B KPOBb, Aafiee BbIBOASATCS C MOYOWN U
yepes nerkne nnn BocctaHasnmeatoTcs Ao auetnn-CoA
1 BO BHEMNEYEHOYHbIX TKaHAX CropaioT B LMK/E IMMOH-
HOWM KNCNOTbl C BbIAENEHNEM QHEPTUN.

XurpoBble aMyNbCUM HE NPUMEHSIOTCS NPU MTMNOK-
cun (pO2 < 50 MM.PT.CT.), Tak Kak NpoOnUCxXoanT noteps
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MHTepMegmaTopoB umkna Kpebca, 4To NpuBOAUT K Ha-
PYLIEHMIO OKUCNEHUS XNPHbIX KNCNOT [4,5].

[MpocnekTMBHOE pPaHAOMU3NPOBAHHOE KINHUYE-
CcKoe nccnegosaHne nposeageHHoe Donnel SC ¢ coasrT.
y AeTen, nony4yalowmx nosHOE NnapeHTepanbHoe nuTa-
HMe nocne onepauuu, Nnokasano, 4To B rpynne geTen,
nonyvawowmx MCT/JICT amynbcum notepun asota Obln
[OCTOBEPHO MeHbLUE, YEM B rpynne geTen, nojayyaio-
wmx Tonbko JICT amynbcum (p < 0,05)[4].

lMpeactaBneHHble Ha 26 KoHrpecce eBponen-
cKoro obuiecTBa NnapeHTepasbHOrO U SHTEPANbHOrO
nutaHnsa (JinuccaboH, 2004) pnaHHble, Noka3biBalOT,
4YTO HOBOE MOKONEHNE XUPOBbIX 3MYJIbCUA MOXET
obnapatb NOTeHUMANbHBIMM NMPENUMYLLECTBAMU:
1) cHuUXaTb BbLIBPOC B CUCTEMHbIN KPOBOTOK MpPO-
BOCNannTenbHbiX nenkotpueHoB (LTB5) u WUJI-6;
2) yMeHblWwaTb KONNYECTBO MOCAEONepPaLNOHHbIX
OCJIOXHEHUI U YNCNO KONKO-AHEN B Nanate UHTEH-
cuBHOM Tepanun [5].

CywecTByloT ybenuTenbHble goka3aTesibCTBa
npeumywectes MCT/JICT amynbcuin (OTCYTCTBME UM-
MYHOCYNpeccum, nyywime napamerpbl OKCUreHauunum
U KMcnopogHoro tpaHcnopTta npu cencuce un PAC,
MeHbLLIEee YNCNO NOCeonepauuoHHbIX MHPEKLNMOHHbIX
OCJIOXHEeHU, 6onee GbICTPOE BOCCTAaHOBIEHNE CUCTE-
Mbl ME€YEHU, CHMXEHNE YPOBHSA NMpOCTarnaHAnHoOB) Mo
cpasHeHuto ¢ JICT amynbscusamum [4,5].

Takum 06pa3oMm, C/IeayeT, YTO, XMPOBbIE 3MYNbCUM
ABNSIOTCSA BAXXKHENLUMM KOMMOHEHTOM NapeHTepanbHO-
ro nutaHua. NpoBeaeHne nNporpamMm MoOJSIHOro U aaxe
4aCTUYHOrO NapeHTepasibHOro NMTaHUs 6e3 XMPOBbLIX
3MYNbCUA CReayeT paccMaTpmBaThb Kak HEMOIHOLEHHOE
n HecbanaHCMpPOBaHHOE.
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HEREDITARY HAEMOGLOBIN PATHOLOGY IN CHILDREN OF
EARLIER AGES
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Haemoglobinopathy are hereditary caused
anomalies of synthesis of the haemoglobin, shown either
in change of initial structure or disorder of synthesis
of globin chains in a haemoglobin molecule [1,3,4].
At present about 5 % of the world's population are
carriers of potentially pathological haemoglobin gene
(i.e. healthy persons which has got only one mutant
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gene from their parents). 300 thousand children (30
%) with syndromes of thalassemia born worldwide
annually [3,13].

Children with thalassemia are frequently healthy
at their birth, however, become anaemic aged between
six months and two years. Probably, elder patients
should submit many problems including an early
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osteoporosis, heart illness, a pulmonary hypertensia
and a diabetes; some of these diseases are caused
by the increased adjournment of ferum in endocrine
glands and myocardium cells [3,9,11]. What happens
in an organism in thalassemia?

As it was already mentioned, in thalassemia one
of the globin fiber chains is synthesised either in small
quantity or not synthesised at all. As synthesis of these
chains in organism is balanced by nature, normal chains
of globin are formed in an insufficient quantity while the
chain, «which remained without a pair», remains unused
and sedimented in various tissues of organism, primarily
undemanded chains of globin form abnormal unstable
kinds of haemoglobin [2,7,8,10]. At the same time blood
formation in the bone marrow resulted from the chronic
anaemia is in the condition of superfluous "stimulation”
which leads gradually to typical deformation of some
bones.

Depending on genetic defect, two basic groups of
hereditary pathologies of globin chains are distinguished:
1 - quantitative haemoglobinopathies or thalassemias
caused by disorder of synthesis of polypeptide chains of
globin which are a part of normal haemoglobins, and 2
— qualitative haemoglobinopathies or haemoglobinoses
resulted from disorder of initial structure of polypeptide
chain of haemoglobin [1,2,4,5,6,7,12,13].
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Thalassemia or thalassemia syndromes are a
great genetical heterogeneous group of hereditary
haemolitical anemias of Southern and especially
seaside countries. Its very name rooted from Greek
‘thalassa’ translated like a ‘sea’. Thalassemia is very
widespread in the countries of the Mediterranean, South
East Asia, Africa, India. On the territories of ex-USSR it
is extensively widespread in Azerbaijan (up to 7-10 % of
the population of separate low areas of the Republic) [7].
Thalassemia’s gene dispensation is related mostly to
locations with the early dispensation of malaria and also
to areas where close relatives’ marriages are popular.
Due to population migration of last years it started to
occur on previously non-typical for it areas.

Per character of inheritance of a pathological
gene all thalassemias can be met in heterozygous
(inheritance of thalassemic gene from one of the
parents) or homozygous (inheritance of a mutant
gene from both parents) conditions. It means (in the
simplified way) that in homozygous forms there are two
genes of thalassemia in organism and there is no any
normal gene responsible for synthesis of chains of an
albuminous part of haemoglobin from a pair of genes
available in any person. Heterozygotes along with a
gene bearing the information on illness have also a
healthy twin gene.
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