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H3yyeHa akTHBHOCTb INII0K030-6-docdaTaernaporenassl U IIyTaTHOHPEAYKTa3bl Y HOBOPOK/IEHHBIX
u ux cemeii. Ilokasan HacieACTBEeHHBII XapakTep HocuTeabCcTBa Aedunura ¢pepmeHTOB. BhisiBIeHHE
ndedunura raoko30-6-docdaraerniporeHasnl U IIIyTaTHOHPEAYKTA3bl B IIyIIOBUHHOI KPOBH HOBOPOK-
J€HHBIX U Y OJM3KMX POJCTBEHHHUKOB /1aeT BO3MO’KHOCTh PAHHET0 PACIO3HABAHUS HACJECTBEHHBIX

reMOJUTHYECKHX aHOMAJIHM.

Knrouesvie cnosa: emokoso-6-gocgpamoezudpozenasa, enymamuonpedyxmasd, CeMeinoe HoCUmenrbcmeo.

Kinnuuyeckoe mposiBieHUe TEMOJIUTUYECKOH
aHeMuu 1pu gedunure GepMeHTOB IJIMKOJIU3A OT-
MedaeTcst BapuabelbHBIM T€YEHUEM — OT TSKEJOTO
110 GECCUMIITOMHOTO ¥ OTCYTCTBHEM CIEIU(BUIECKUX
W3MEHEHWH, XapaKTEePHBIX /7S HEAOCTATOYHOCTH
TOrO WU WHOTO (epMeHTa. Y GOJBIMHCTBA OOJIb-
HBIX HAOJI0aeTCsl HEBBIPAKEHHAS TEMOJUTUIECKAST
AHEMUSI C TOCTOSTHHBIM CHUKEHUEM TeMOTJIOONHA /10
90-110 r/;1 ¥ TEPUOANYECKUMU TEMOJUTUUECKIMU
KpU3aMHi. 3a4acTyio CojiepsKaHhe TreMorjo0rHa He
CHUZKAETCs, 3HAUUTEJNBHO Peske OTMEUYaeTcs BBbIpa-
JKeHHad skeartyxa [1, 2].

Ortipejiesienyie aKTUBHOCTH 3PUTPOIUTAPHBIX (pep-
MEHTOB TJTI0K030-6-docharnernaporenassr (I6MD/])
U [JIyTaTUOHPEAYKTa3bl B noly asanusax CpeaunzeMHoO-
MOPCKOT0 bacceiiHa U HEKOTOPBIX pernoHax BocToka
cpefi HOBOPOSKIEHHBIX C JKEJTYXON HEU3BECTHOTO
MIPOUCXOKIEHUS TIO3BOJIUIIO BBISBUTH BBICOKHI TIPO-
IEeHT JleTell ¢ HacJAeACTBEHHOW HeI0CTAaTOYHOCTHIO
depmenToB [3, 4].

Uccaenosanue 277 06pasiioB MyIHOBUHHON KPOBU
neteit M3 cpemHeioxkHoM vactu Typuun obHAapyxKu-
JIO HOHMKEHHYI0 akTUBHOCTh [6MD/] B nynoBuHHOI
kpoBu B 20 % ciydaeB, IpuueM pacrpejeienne He-
nocrarouHocT 6D /I cpeau 0601X 10JI0B 0Ka3aui0Ch
IIPUMEPHO OIMHAKOBBIM.

Psan nccnenoBareseil cauTaet, 4To 1ePUIAT 3TUX
(bepMeHTOB He Beera 06y CIOBIMBAET HEOHATAIBHYO
KesaTyxy [5]. OOBIYHO aHEMUST B TAKUX CIYUastX HO-
CUT yMEPEHHBIN XapaKTep, OHAKO Yalle OMUChIBA-
eTcs TsoKesasd (GopMa JKeJTYXH, OCJIOKHEHHAs I10-
paxxennem Mmoara [6]. [[is TakuX HOBOPOKIEHHBIX
XapakTepHbl aHU30IIUTO3, MONKUJIOLUTO3 U HOPMO-
6J1acTO3 TIPH HOPMAJBHBIX YPOBHSX TallTOrJI00MHA
U TaMOIIEKCUHA.

[lJi1 HOBOPOXKZICHHBIX C BBIPAKEHHOUW HemocTa-
TOYHOCTHIO (hepMEHTOB OoJjiee XapaKTEPHOH, IO-
BUIMMOMY, ABJseTcd runepounupybunemus [7]. s
704 HOBOPO:K/IEHHBIX KUTAHNIEB MY’KCKOTO T0JIa C Jie-
dunuroM GepMeHTOB ypoBeHb OHIMPYOWHA BHIIIE
20 mr/100 mu ObLT OTMEYEH y 9 zmeTel, OJIMH U3 KO-
TOPBIX yMEP OT SI/IEPHON KEJITYXU.
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TemonuTnyeckass 60I€3Hb HOBOPOKIEHHBIX, 00Y-
cnonennast nepuiurom I'6M/] u TayTaTHOHpPEAYK-
Ta3bl, KIMHUYECKN HE OTJIMYAETCS OT TaKUX (hOpM,
KaK HeCOBMeCTUMOCTb 1o cucteMaMm ABO wmiu pesyc-
daxropy. [8].

[Tomaratot, 4TO TIPUYMHA PA3PYIIEHUST KIETOK ITPU
nedunure T6MD/] cBst3ana ¢ Hanbosiee BhIPasKeHHbIM
CHUIKEHUEM aKTUBHOCTH (hepMEHTA B CAMBIX 3PEJIBIX
KJIETKax 9PUTPONUTAPHON Tonysiiuu. [lo mepe co-
3peBaHus KieToK aktuBHOCTh 6D/ ymenbiaercs,
U B HanboJiee CTapbIX 9PUTPOIIUTAX OHA TTPAKTHIECKU
OTCyTCTByeT. B meeKTHBIX apuTpOIuTax KOHIEHTpa-
IIMsT BOCCTAHOBJIEHHOTO TJIyTaTHOHA CHUIKEHA, a yPO-
BEHb OKUCJIEHHOTO IJIyTaTHoHa yBeandeH. OOIuii my
rJIyTaTHoOHA (CyMMa OKUCJIEHHON U BOCCTAHOBJIEHHON
dopM) CcHUXEH, BO3MOKHO, BCJIEICTBUE CBOICTBA
SPUTPOIUTOB aKTUBHO BBIGpackBaTh GSSG [9].

B mamieil ctpane Takke OMUCAHBI CAyYad TEMO-
JINTUYECKOH 60JIe3HM HOBOPOJKAEHHBIX, CBSI3aHHON
¢ neunuToM rayTaTuoHpenaykrassl u 6D/,

Paboramu asepbGall/KaHCKUX MCCJAEA0BATENENH,
MOCBSIIEHHBIMY U3ydeHnio akTuBHocT [6MD /] u rry-
TATHOHPEAYKTa3bl B PasHbIX pallOHaX pecryOJIuKH,
mokazana Bbicokas (11-30%) gacrora pacnpoctpa-
HeHUs1 MyTaHTHOro depmenTa B peciybauke. IIpu
OTCYTCTBUHM OTOOPA B HOJb3y IeTepo- M TOMO3UTOT
o ajyie B 00CeNyeMbIX HACeJEHHbIX ITYHKTaX
IPOUCXOAUT JUMUHAIUS OepeMEHHOCTH B Opakax,
rje oAuH Uiau 06a poauTes ObLIN HOCUTEISAMU 9TOMH
annemm [10].

TakuM 06pa3soM, IPOBEAEHHbIE HCCAEAOBAHU
B Halleii peciyO/uKe yKasblBalOT Ha HEOOXOIMMOCTh
paHHEeW AMArHOCTUKU 3THX (DEPMEHTOB B IMyTIOBUHHOM
KPOBH M CEMEWHOTO ONHUCAHMUS.

[To gaHHBIM TUTEPATYPHBIX UCTOUHUKOB, AKTHB-
HOCTH SPUTPOIUTAPHBIX (PEPMEHTOB MCCIEN0BAIACH
B OCHOBHOM HAYWHAs C 3-MECSTIHOTO BO3PACTa U JIUIIH
u3peaKa B mepuoj HoBopoxaeHnoctu [11, 12].

Hamu Obia m3ydyeHa aKTHBHOCTb (DepMEHTOB
T6M/T u rayraTHoHpeayKTassl B 428 obpasiax 1my-
MOBUHHOW KPOBU HOBOPOXKIeHHBIX (230 Manpuu-
koB u 198 neBouek) u3 poanomoB r. baky u I[[Pb
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Xauymackoro paiiona. Y 37 HOBOPOXKIEHHBIX IIPHU
onpenenenun aktuBHoctu 6D/l BbIsBIEeHA He-
J0CTaTOYHOCTh (pepmenta. M3 uux y 16 (3,74 %)
BoisiBiieHo remu-; y 2 (0,47 %) — romo-; y 419
(97,9 %) — reTepo3UTOTHOE HOCHUTENHCTBO TeHA
I'6®/[1-uenocratounoctu. CymMmmapHasi 4actoTa pac-
npocrpanenus gedurmra [6MD /] B mynoBUHHON KPOBH
HOBOPOKIEHHBIX B 00C/IeZI0BAaHHBIX POJIOMaX COCTa-
Buja B cpeaneM 8,64 %. Cpenn obcaeq0BaHHBIX HO-
BoposkaeHHbIX ¥ 10 (2,34 %) npoGaHa0B BbIsIBJIEHA
TUIOAKTUBHOCTH (pepMeHTa TJIYTATHOHPENYKTA3bl.

Axrusnocts [6D/] u rryTaTHOHpPEAYKTA3hI B Te-
MOJTM3aTaX OIPEJIENISLIA CIIEKTPO(POTOMETPUYECKH TIPU
temneparype 37°C no boiitnepy. smenenuve rior-
HOCTH TIOTJIONIEHUST perucTpupoBanu npu 340 HM Ha
aHAJIM3aTOPE CKOPOCTH peakuuu «Yabrpanadb 2086»
dupmor LKB (IlIBennst) B revenne 5 mun [11, 13].

HacsenctBeHHBINT XapaKkTep HEIOCTAaTOYHOCTHU
6D/ u riayTaTMOHPeNYKTa3bl YCTAHOBJEH IIyTEM
aHaJIM3a POMOCIOBHBIX U OMOXMMUYECKUX HaHHbIX.

B kauecTBe uimocTpaiuu MpuBOAMM BBITIHCKY U3
ucropuu 6ojiesHu mpobana ¢ geGuIUToM hepMeHTa
I'6d/. HoBopoxaenHast A. poauiach B ceMbe M. OT
KPOBHOPOJICTBEHHOTO Opaka ¢ HOPMAJbHBIM BECOM
3500 r. B mymoBuHHO# KPOBU yCTAaHOBJIEHA HEJIO-
cratouyHocTh aktuBHoctu [6MD/]. /{1 HOBOpOXKIEH-
HOHM ¢ BBIpakeHHOU HemocTaTouHoCcThio [6MD/] xa-
PaKTEPHON YepTOi ABJSIACH TUIIEPOUINPYOUHEMHUS,
ypoBeHb GuimpybuHa 611 300 MkMouib/J1. Temouus
KPOBU Havajics Ha 6-if IeHb mocje poskaeHus. Y pe-
GeHka HaOJIIOJAIMCh slepHas JKeJTyXa, a TaKxKe re-
natociienomeraius. Copepskanne Hb 6110 50 1/,
KosmgecTBo aputpormTos 1,5x 1012/, nabmonancsa
Tak:ke runepaeiikonutos 40 x 109 /71, peTHKy101IMTO3,
AHU30IUTO3. [IpU MUKPOCKONIMYECKOM UCCIIEIOBAaHIHT
Ma3Ka KPOBY BBISIBUJIN MUTIICHEBUIHBIE PUTPOITATHI
B KosmuecTBe 20 % BO BCceM II0Jie 3PEHUsI.

Ananusz pojocioBHOl cembu M. T0Kasaj, 4To
rOMO3UTOTHAsT HOBOpokaeHHas o I'6M/] nepwuru-
Ty POJAWJIAach OT Opaka TeTepO3MIOTHON >KEHIIMHBI
1 TeMU3NUTOTHOTO MY>KumHBI (puc. 1).

B amamHe3e maTepu, T€TEPO3UTOTHON MO TEHY
I'6M/]-He10CTATOYHOCTH, YCTAHOBJIEHBI YACTHIE
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Puc. 1. PogocnoBHas cembr M. ¢ Hacie[CTBEHHON
HexoctaToyHOCThIO 6D /: — CHMJKEHHAsT aKTUBHOCTD
I'ed/; I, I — nokasarenu nokosenuit; -1 — orery — re-
MU3WTOTHBIN HOCUTENB; [-2 — MaTh — reTepo3uroTHas
Hocutenpuuna; I1-1 — 6par-remusurot; I1-2 — MepTBO-
poxaertrocts; 11-3; 11-4; II-5 — cecTpni ¢ gedunurom
I6®/1; 11-6 — npobanm mo F6M]]
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CIIOHTaHHBIE A0OPTHI, B OJIHOM CJIy4ae MEPTBOPOIK-
JIeHHOCTh pebeHka. BuoxuMuueckuil aHaiu3 pPoj-
CTBEHHMKOB | cTemenu pojcTBa ITOKasan Hacen-
CTBEHHBIN xapakTtep 3aboseBaHus: OOHApy)KeHUE
nedexra hepMeHTa B APUTPOIUTAX OTIIA, TPEX CECTEP
U OHOTO Opara, aKTHBHOCTH KOTOPOTO COCTaBHJIA
0,2; 1.1; 0,95; 2,5; 3,0 en/r Hb (nopma 4,8+0,19)
COOTBETCTBEHHO.

HacnencTBennblit XxapakTep HeZOCTATOYHOCTHU
TJIyTAaTUOHPEAYKTA3bl YCTAHOBJEH MyTeM aHaJIn3a
PONOCTOBHBIX B 3 caydasgx. B omHOM ciydae HU3BKas
aKTUBHOCTD (hepMEHTa OTMeUYeHa Y 000UX POIUTEIEN,
B JIByX Jpyrux — Tojbko y oria. ObcremoBaHue
16 wIeHOB ceMel-IIPOOAHIOB TAKKE BBIABUIO Ae(eKT
depmenTa B 50 % cayuaes.

[TpuBOIMM CITEAYIONIYIO BBIMUCKY M3 UCTOPUH (O-
JIe3HU HOBOPOsKAeHHOTO JI. Manbunky asepbaiimkaH-
CKOW HAITMOHATBHOCTH, POKIACHHOMY OT HEPOJICTBEH-
HOrO Opaka, CreKTpo(hOTOMETPUUYECKH yCTAHOBJIEH
HU3KUI YPOBEHb IiIyTaTHOHpenyKrasbl (4,2 en./r Hb,
HopMa 25,5-30 ez./r Hb). Mabunk poauics ¢ Majioit
MAacCOi, JIerKast *KeJTYITHOCTh KOKHBIX TOKPOBOB OT-
Medajiach P YPOBHE CHIBOPOTOUHOTO OUIUPYOUHA,
PaBHOM 42 MKMOJIb/JI. TO TIOATBEPKIAET BHICKA3aH-
HOe paHee PSIZIOM ABTOPOB IIPEAINOJIOMKEHHME O TOM,
4YTO HU3KUU YPOBEHD IIyTATUOHPENYKTA3bl IPUBOAUT
K pasButuio xearyxu [3, 9]. Temaronornueckue mo-
KasaTeJu: 3puTPoIuTh — 3,8 x 102/m1; 06mmit Hb —
75 t/1; remarokput — 29 %; peruxyorursr — 1,8 %,
3HAUYUTEbHAS] MUIIEHEBUIHOCTD, [eMOTIOONHOTIATHS
He oOHapy:keHa, cofepkanue HbA, u HbF B HOpME.
AHanu3 porocJOBHON CeMbU TOKA3aJ HACJEICTBEH-
HBII xapakrtep saboneBanus (puc. 2). Hocuremrsamu
MYTaHTHOTO T€HA SIBJISINCH OTell, MaTh U GaGyTiKa,
Yy KOTOPBIX aKTUBHOCTH (hepMeHTa Oblia 3HAUUTEb-
HO cHMsKeHa. CHMKEeHHAs aKTUBHOCTD (pepMeHTa 06-
HapysKeHa Takke y cubcoB — Gpara U JIBYX cecrep,
B TO BPeMs KaK aKTUBHOCTb TJIYTATUOHPEIYKTA3bI
B 9PUTPOIUTAX OIHOW W3 cecTep ObLIA B Tpeesax
Hopmsbl (8,5 en./r Hb).

TakuM 06pasoM, UCCIEA0BAHNUS [0 ONPEAETEHIIO
aktuBHocTH ['6MD/] 1 rmyTaTnoOHpeAyKTa3hl B 00pas-
[ax [IyHOBMHHOM KPOBU U ceMeiiHoe oOciemoBatue
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Puc. 2. PogocnoBras npobanga /1.: E — CHU KEeHHast
aKTMBHOCTD TJIyTaTHOHPEAYKTa3bl; [-1 — MaTh — roM03H-
roTHast HOCUTEJIbHUIIA; -2 — oTel] — TOMO3UTOTHBIN
Hocutenp; -1, [1-2 — cectpsi-romosurotsr; [1-3 — 3710-
posas cectpa; [1-4 — npobanz; II-5 — 6pat — romo3uror-
HBIII HOCUTEIb
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CIMEMHHU BUIIAJTOK TJTIOKO30-6-®@OCDATAETTIPOTEHA3U TA ITTYTATIOHPEIYKTA3U

CEPE/l HOBOHAPO/IZKEHUX
T. A. ACKEPOBA, I A. BEJIICBA

BuBueHO aKTHBHICTD ITIIOK030-6-(hocdaTaeriiporeHa3u Ta IIIyTaTiOHPEAYKTa3u Y HOBOHAPO/KEHUX Ta iX
cimeii. [Toka3zaHo cnagkoBmii xapakTep HociiicTBa gedinuty ¢pepmenri. BusiBienus nedinury rioko3o-
6-pocdataeriaporeHasu ta riayTaTioHpeIyKTasH y NyMOBHHHIM KPOBi HOBOHAPOIKEHUX Ta Y OJIU3BKHUX
POAMYIB /]A€ MOSKJIUBICTh PAHHBOTO PO3Mi3HABAHHS CHAIKOBUX r€MOJITHYHUX AHOMAJIM.

Kniouosi crosa: 2nioxoso-6-gocpamoeziopozenasa, ziymamionpedyxmasa, cimetine Hociticmeo.

A FAMILY CASE OF GLUCOSE-6-PHOSPHATE DEHYDROGENASE
AND GLUTATHIONE REDUCTASE DEFICIENCY IN NEWBORNS

T. A. ASKEROVA, G. A. VELIYEVA

Activity of glucose-6-phosphate dehydrogenase and glutathione reductase in newborns and their
families was investigated. Hereditary character of enzyme deficiency was shown. Enzyme deficiency
was accompanied by clinical and hematological changes. Establishment of glucose-6-phosphate
dehydrogenase and glutathione reductase deficiency in the umbilical blood of the newborns and their
close relatives allows early determining hereditary hemolytic anomalies.

Key words: glucose-6-phosphate dehydrogenase, glutathione reductase, family carriage.
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