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AHHOTALNUA

M3yueHa aKTUBHOCTh OKHCIINTENILHO-BOCCTAHOBUTEIBHBIX (hepMenToB muKia Kpebea y 60 nereit B Bo3pacre ot 2 1o 15 ner, crpajarommx
HacyeICcTBeHHbIMU TeMosuTuueckumu anemusimu (HI'A). HMccnenoBanne (yHKIMOHAIBHOM aKTUBHOCTH JIUM(POLMTOB NEpU(EpUIECKOi KPOBU
MPOBOMIIOCH LIMTOXMMHUYECKUM METOJIOM, npesioskeHHbIM Haprmccosbim P.IT. B 1969 rony.

IpoBeneHHOE HCCiIe0BaHNE OKA3aI0 YTHETEHHE aKTUBHOCTH OKHUCIIMTENIBHO — BOCCTaHOBUTENBHBIX 3H3UMOB (CAI 1 o - TO/IT) y nereii ¢
HT'A, KxoTOpO€ CBUZIETEIBCTBYET O BHIPAXKEHHBIX METa0O0INUECKHX HapyLICHUAX, U COOTBETCTBEHHO, YKa3bIBalOT Ha CHIDKEHHE KOMIICHCATOPHBIX
BO3MOXKHOCTEH OpraHu3Ma JIeTel Ha KJIIETOYHOM YPOBHE.

Krouesble ci10Ba: 1eTH, HACIEICTBEHHbIC TEMOJINTUYECKIE aHEMUH, METa00JIMUECKHE HapyLICHNUs

Davlatova Sohira Nozirovna

State Educational Institution

"TSMU named after Abuali ibn Sino"
Dushanbe, Tajikistan

Ismailov Komiljon Isroilovich

State Educational Institution
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Dushanbe, Tajikistan

PECULIARITIES OF CYTOCHEMICAL PARAMETERS OF PERIPHERAL BLOOD LYMPHOCYTES IN CHILDREN
WITH HEREDITARY HEMOLYTIC ANEMIA
ANNOTATION

Activity of redox enzymes of Krebs cycle in 60 children at the age from 2 to 15 years old with hereditary hemolytic anemia (HHA) was studied.
Functional activity of peripheral blood lymphocytes was investigated by cytochemical method proposed by Narcissov R.P. in 19609.

The study of the cytochemical status of peripheral blood lymphocytes of all three groups of patients revealed inhibition of the activity of energy
metabolism enzymes - succinate dehydrogenase (up to 11.54+0.25) and alpha-glycerophosphate dehydrogenase (up to 5.37+0.21). Changes in the
structure of lymphocyte population were also found.

The carried out investigation showed inhibition of redox enzymes activity (SDH and alpha - GPDG) in children with HHA, which indicates
marked metabolic disorders, and, accordingly, indicate reduced compensatory possibilities of the children's organism at the cellular level.

Key words: children, hereditary hemolytic anemia, metabolic disorders

AKTyaJlbHOCTH ~ HMccJegoBaHmsi. B Hacrosmee — Bpems
HacJe[CTBeHHble Temonutnueckue aHemmn (HI'A) 3aHmMaror

[4,5]. I1o manasiM BO3, exeromHo B Mupe poxxaaercst okoiio 300 Teicsa
Jerell ¢ CHHIPOMOM TanacceMuu. Hanbomee 4acTto perncTpUpyIOTCs

YCTOWYHBYIO MO3UIHUIO B CTPYKTYPE aHEMHUUECKUX COCTOSTHUH IETCKOTO
Bo3pacta. M3BectHo Oonee 20 HACIEICTBEHHBIX HH3MMONATHI
SPUTPOLMTOB, MHOXKECTBO remoriioonHonaruid, 6onee 10 BapuanToB
HACJICJICTBEHHBIX JieeKTOB MeMOpaHbl JIpPUTPOLUTOB, KOTOpHIE
MPUBOAAT K CHIDKCHUIO TIPOJODKUTENBHOCTH JKM3HH KpacHBIX
kpoBsiHBIX Teyer; [1-3].  T'emornoOuHOmaTHy 4acTo BBUIBISIIOT B
3akaBkasee, Cpenneit Azum, Jlarecrane, Monngasuu, bamkupun u np.

Ooutpiast ¥ Maiast €€ OpMBI.

Kak M3BeCTHO, reMHYecKasl IMIIOKCHSI M Ieperpy3ka OpraHusma
xene3oM npu HI'A mpUBOASAT K 3HAYUTENBHBIM JIUCTPODHICCKUM
W3MEHEHMSIM B OpraHax M TKausx [5-7]. OcoOeHHO yacTo mopaxaercs
cep/le: BO3HUKAIOT METabOJIMIeCcKe U JUCTPOPHISCKHE M3MEHEHH,
IeMOCHACPO3a CEPACYHOH MBIIIIBI M APYrUX BHYTPEHHUX OPraHOB,
BILTOTB JIO Pa3BHUTHS CEPJCYHON HETOCTATOYHOCTH [8§].
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MHoruMu HcclleIoBaTesIMU JI0Ka3aHa B3aUMOCBS3b JINM(OLUTOB
C ApYruMH opraHamu (cepAue, NedyeHb, cele3éHka, nouku u 11.). Ilo
muenuto P.I1. Hapruccosa (1975), muMdonur cimy>xur cBoeoOpa3HbIM
(EepMEHTHBIM ~ «3€pKaJIOM» MHOTHX TKaHEH, I109TOMy H3ydeHHE
(GepMeHTaTHUBHOH  aKTMBHOCTU JIMM(OLUTOB KPOBH IO3BOJIIET
oIpesieNIuTh GEPMEHTHBIN CTaTyC OpraHU3Ma B LIEJIOM.

MuToxoHapHabHAs AUCHYHKIMSA MPUBOIUT K HEJNOCTATOYHOCTH
9HEProoOECIeUeHNs KJICTOK, HAPYLIEHHI0 MHOIMX JAPYIMX BaXKHBIX
OOMEHHBIX IPOLECCOB, NAJIBHEHIIEMY Ppa3BUTHIO  KIETOYHOI'O
MOBPEXJIEHNs, BIUIOTh 1O TnOenmn kierku [9]. U mosromy BaxkHOE
3HaYCHHE MMEeT HM3y4deHHEe COCTOsHMSA oOMeHa y xereii ¢ HI'A Ha
KJICTOYHOM YPOBHE.

Hear wucciaenoBanusa: u3yyeHue (hepMEHTHOro  craryca
IUMQOLUTOB TNepudepuuecKoil KpoBH y JAeTel HacieACTBEHHbIMU
IeMOJINTHYECKUMU aHEMHUSIMHU.

MarepuaJl 1 MeTOIbI HCCIeA0BaHusA. bbl1o H3ydYeHo cocTosHNe
KJIETOYHOro oOMeHa y 60 OGOJIbHBIX, HAXOJUBILHXCS Ha CTAllMOHAPHOM
JICYEHUH B JIETCKOM I'€MaTOJIOrMYecKoM oTheneHuu HanumonanbHOTo
MeaunuHckoro nentpa PT. Bospacrt ngereit cocrasisut ot 2 o 15 ner.
C nepunmToM TIIIOK030-6-(ocdaraerniporenassl obdcnenoBano 26

nereii (43,3%.). bonbiast Tanaccemust 1uarHocTuposaHna y 17 O0NbHBIX
(28.3%), mamas Ttamaccemust — y 13 (21.7%), HacnmenCTBEHHBIH
MHKpochepouuros - y 4 (6.7%). bonbHble ObLIM yCIIOBHO pa3/ieNeHbl Ha
TPU TPYNIbl B 3aBUCHMOCTH OT CTEICHH TSDKECTH aHeMHu. J{is
OlIpelIeNIeHHs] aKTUBHOCTH cykuuHaTaeruaporenassl (CAI) u anbda-

riuepodocdaraernnporeHasst (o-T'DID) mimdonuro
nepudepruIecKoit KpOBU HCIIOJIb30BaH KOMITJIEKCHBII
LUTOXUMUYECKUI MeTox, peanoxenHsiit P.I1. HapruccoBeiM B 1969
rofy.

Pe3ysbTaThl Hece10BaHus U X 00cyxkaenue. VccnenoBanue
aktuBHOoCcTH CAT 1 o-I'®AT tumdonuros nepupepuieckoin Kposu
[0Ka3aJ10 YrHETeHHE [0Ka3aTeNel akTHBHOCTH 00eHX JIerHApOreHas3
I10 CpaBHEHUIO ¢ HOpMOii (Tab.1). Kpome Toro, oOHapyxeHsl
U3MEHEHMS U B CTPYKTYPE MOIYJIILUH JINM(OLUTOB.

VYV nereit ¢ HI'A nerkoif cremenu cpepssis axkTuBHocTh CJIT
cocraBmwia 13.2+0.21; o-I'®AT" - 9.39+0.32, uTo AOCTOBEPHO HUXKE IO
CpaBHEHHMIO C MOKa3aTelsIMU 310poBbIx nereid (17.64+0.1 n 13.39+0.21
COOTBETCTBEHHO). IToMHMO 3TOro, y JaHHOMU IPYIIIbI JIeTeH BBIABICHBI
CHIDKeHHE Kod(UIMeHTa 3KClecca, BapuUallid M OTHOCHTEIBHOU
SHTPONHUY HH(POPMAIIHN.

Tabauna 1
InToxumuueckue nokasarem aereid ¢ HI'A
IMokazaTesn I rp. 60sbHBIX P2 II rp. 60JIBHBIX P4 III rp. 60.1bHBIX P; 3n0poBbie
(1érkoii crenenn) (cpenneii TsKeCTH) (TAXKENOM CTENeHN)
n=26
n=10 n=24 n=30

CHr: Q 13.20£0.21* <0.001 11.54 £0.25 * <0.001 9.99+0.25 * <0.001 17.64 £ 0.1

A 0.26 £0.09 >0.05 0.28 £0.09 >0.05 0.17 £0.06 * >0.05 0.42 +£0.04

E 0.62 +0.09 * >0.05 -0.48 £0.16 >0.05 -0.63 £0.10 * >0.05 -0.36 £ 0.08

Vv 16.38 £0.85 * >0.05 16.54 £0.58 * >0.05 16.71 £0.56 * >0.05 18.89 £ 0.44

H 0.55+0.01 * >0.05 0.56 +0.05 >0.05 0.55 +0.009 * >0.05 0.63 +0.006
a-I'dA Q 9.39 +0.32* <0.001 6.81+0.28 * <0.001 537+0.21* <0.001 13.39+£0.21

A 0.22 £0.04 >0.05 0.19+0.07 >0.05 0.10£0.05 >0.05 0.25+0.05

E -0.81 £0.07 * <0.001 -0.72 £0.06 * >0.05 -0.74 £0.07 * >0.05 -0.41£0.11

\% 18.41 £0.60 * >0.05 18.45+0.75 >0.05 18.08 £0.70 * >0.05 20.12+0.41

H 0.53£0.01 * >0.05 0.52 £0.01* >0.05 0.52 +0.008 * >0.05 0.58 +0.004
ITIpumeuanue:
* - 00CMOBEPHOCMb PAZHUYbL NO CPABHEHUIO ¢ HOpMOTL; P 2 — docmoseprnocmub pasnuysl medxcoy I u 11 epynnamu 6onvnbix; Ps—
odocmogeprocms paznuybl mexcoy I u 111 epynnamu 6onvhbix; Py - docmoseprocme pasuuybl medwcoy 11 u Il epynnamu 6016HbIX.
V neteit ¢ HI'A cpenneii Tsxectn cpennsist aktuBHocTh CIIT Oblna BruIBOADI. Pesynprats NIPOBEJICHHOI O HMCCIIEIOBaHUS

B npegenax 11.54+0.25; o-I'®A - 6.81+£0.28. Ha ¢one HexoToporo
yMeHbIIEHUs ~ pasHopoxHocTH kierok no CJIT  obGHapyxeHO
YMEHBIICHHE  KOIMYeCTBA Iylda JUMQOLMTOB C  THIMYHOH
aKTUBHOCTBIO U CHIKEHHE pa3zHooOpa3us kieTok no o- TO/T.

CHmKeHHMe BCeX II0Ka3aTeneil KIeTOYHOW MOMyJsLMH  II0
axtuBHOCTH CIII" (cpenmsis aktuBHOCTH — 9.99+0.25) BRIsIBIEHO Y feTel
¢ HI'A tsxenoit crenenn. Camwkenue aktuBHoctd a-I' DI (cpennss
akTUBHOCTh - 5.3740.21) Obuio 0OyCIOBICHO YMEHBIIEHHEM
KOJIM4YeCTBa JIMMQOIUTOB C OKOJOCPEAHEH aKTHBHOCTBIO, a TaKXkKe
CHIDKCHHEM Pa3HOPOIHOCTH U Pa3HOOOpa3us KIIETOK.

Cnucok smreparypsl/ Iqtiboslar / References

CBUJIETENIECTBYET O TOM, 4YTO y nanueHToB Bcex rpynn HI'A umerorcst
0COOCHHOCTH DJHEPreTH4ecKoro craryca KIETOK, OIpe/elIoune
W3MEHEHMSI UX (YHKIMOHAIBHOTO COCTOSIHHS, YTO COOTBETCTBYET
MOJINCUCTEMHON MHTOXOHAPHAIBHOW HENOCTATOYHOCTH. Tshkénas
CTENIeHh aHEeMHHM | HapylleHHe TIoMeocTasa Jkejie3a y JaHHOH
KaTeropuu JeTel, SBISLICh JUTUTENBHBIM HPOIECCOM, IPHBOIAT B
COCTOSIHUE JIeKOMITCHCAlMKM 3allUTHbIE (YHKIUH KIETOK KPOBH H,
COOTBETCTBCHHO  CHIDKCHHIO  QJANTallMOHHBIX  BO3MOYKHOCTEH
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