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HeonaranbHas jxeNTyXa 4acTo BCTpeYaeTcsi B IEpHOJl HOBOPOXKAEHHOCTH. HeoHaTanbHas runepOuaIupyonHe-
MU IPUOOPETAET CBOIO aKTyaJbHOCTh, MOCKOJBKY 3TO COCTOSIHHE, HAapsIly C €ro 4acThIM IPOSIBICHHEM, MPECTaBIIs-
eT 0OJIBIION MHTEpeC KakK M0 BPeMEHH BOZHUKHOBEHUS, TaK U 110 NPOJOKUTENBHOCTH. 110 JaHHBIM MHOTOUHCIIEHHBIX
WCCIIEZIOBaHNH, B CTPYKTYpE JUINTEIbHOW HEOHATAILHOM TUNepOrInpyOMHEMUH IOMUHAPYET KOHBIOTAIIHOHHAS JKell-
TyXa HOBOPOXKICHHBIX, YTO MOATBEPKIACTCS METAOOINUECKIMHI N3MCHEHUSIMH B BHJIE THIIEpONINPYOHHEMHH B CHI-
BOPOTKE KPOBH.

CHAQALOQLAR CHO‘ZILGAN SARIQLIKLARI ETIOPATOGENETIK ASOSLARI
N. T. Boboyeva
Samargand davlat tibbiyot universiteti, Samarqand, O ‘zbekiston

Neonatal sariqlik ko‘pincha yangi tug‘ilgan chaqaloqlik davrda sodir bo‘ladi. Yangi tug‘ilgan chagaloglarda
giperbilirubinemiya o°‘z ahamiyatini kasb etadi, chunki bu holat tez-tez namoyon bo‘lishi bilan birga, paydo bo‘lish
vaqti va davomiyligi jihatidan katta qiziqish uyg‘otadi. Ko‘pgina tadqiqotlarga ko‘ra, uzoq muddatli neonatal giper-
bilirubinemiyaning tuzilishida yangi tug‘ilgan chaqaloqlarning kon’yugatsiyali sariqligi ustunlik qiladi, bu qon zardo-
bidagi giperbilirubinemiya ko‘rinishidagi metabolik o‘zgarishlar bilan tasdiglanadi.

ETIOPATHOGENETIC BASES OF PROLONGED NEONATAL HYPERBILIRUBINEMIA
N. T. Boboeva
Samarkand state medical university, Samarkand, Uzbekistan

Neonatal jaundice is common in the neonatal period. Neonatal hyperbilirubinemia gains its relevance because
this condition, in parallel with its frequent manifestation, is of great interest both in terms of the time of occurrence
and its duration. According to numerous studies, conjugation jaundice of newborns dominates in the structure of pro-
longed neonatal hyperbilirubinemia, which is confirmed by metabolic changes such as hyperbilirubinemia in the
blood serum.

XKenryxa - Bu3yanpHoe NposiBieHHe runepOuarpyounemuu. Tepmun jaundice mpoucxons-
Ui 0T (paHIly3CKOro sI3bIKa M icterus neonatarum OT JIATUHCKOT'O O0O3HAYAET KEJITU3HY CIU3U-
CTBIX W KOXKHBIX TTOKPOBOB HOBOPOXKIEHHOTO. [10J1 TEpMHHOM >KeNTyxa MoApa3yMeBaloT IMPOKpa-
[IMBaHUE KOXKHBIX TTOKPOBOB OJHMM M3 KOHEYHBIX MPOIYKTOB OMOTpaHChOpMaIK TreMa — OHTH-
pyOuHOM

HeonaTanpHas ’KenTyxa 4acTO BCTpeyaeTcss B HEOHATalbHOM rnepuojae. HeoHartanpHas ru-
nepOomupyouHemMust mpruoOpeTaeT CBOIO aKTYyaJbHOCTh TEM, YTO 3TO COCTOSHHE HapalljieNbHO C
YacThIM MPOSBICHUEM IPEACTaBIAET OOJBIION MHTEPEC U IO BpEMEHH BO3HHUKHOBEHHS U €€ Mpo-
J0KUTENbHOCTH. COrJIaCHO MHOTOYHMCIICHHBIM MCCIIEJOBAHUSAM B CTPYKTYPE MPOJIOHTMPOBAHHBIX
HEOHATAJBHBIX TUIEPOMINPYOUHEMHU JOMUHHUPYIOT KOHBIOTALMOHHBIE JKEITYXH HOBOPOXKJIEH-
HBIX, YTO MOJTBEPXKIACTCSI META0OJMUECKUMHU W3MEHEHHEM KaK THIepOMIMpyOMHEMHUs B ChHIBO-
POTKE KPOBH.

Kak HaM M3BeCTHO, BU3YaJIbHO JKEITU3HY KOKU U CIIM3HCTHIX MOKPOBOB Y HOBOPOXKIEHHOTO
MO>KHO HaOM0JaTh Ha 2—3 CYTKH JKU3HU U B OOJBIIMHCTBE CIY4aeB ITO SBISETCA Pe3yJIbTaTOM
ajanTanuu pedeHka K >Ku3Hu. JKentyxa nposBisieTcs OKpalIMBAaHUEM B JKEJITHIA LBET KOXKH, YaCTO
COIPOBOKIAIOIIMECS UKTEPUYHOCTHIO Ha CKIIEpax IJ1a3. TO COCTOSHUE CBSI3aHO C TEM, YTO UMEIO-
LIMHACA 0 POXKIEHUS TeMOINIOONH, KOTOPBIH TOJDKEH OCYLIECTBIISATh OKCUICHALIMIO KaXKA0I0 opra-
Ha 1102 ObIBaeT B OOJIBILIOM KOJIMYECTBE U OH OTJIMYAETCS MO CBOEH XUMHUYECKOW CTPYKType OT
reMOrJI00MHa B3POCIBIX, TAK KaK FeMOITIO0OUH IUI0/Ia UMEET BBICOKOE CPOJCTBO K kuciopony. Ilo-
Clle POJIOB XUMUYECKUE BEIECTBA, U3BECTHBIE KaK ()epPMEHTHI, BEIpAOAThIBAEMbIE B IICUEHH, pa3py-
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maT (eranbHbli reMornoOuH. B pesynbraTe 3TOro pasnoxeHus odpasyercss OMIUpYyOUH — SH-
TapHOI'O LIBETA IUI'MEHT, KOTOPBIM B KOHEUHOM UTOI'€ BHIBOAUTCSA C MOYOM U CTYJIOM. Y HOBOPOXK-
JICHHOTO pa3pylieHHe WHOT/IAa TPOUCXOJUT MEAJICHHee U OMIUPYOUH B CHIBOPOTKE KPOBU HaKaIl-
JIMBAETCS, BBI3BIBAs JKENTYXY Y pedenka. HoBopoxeHHbIe ¢ KedaioremaroMaMy, HeIOHOIIEHHBIE
HOBOPOXK/ICHHBIE, HOBOPOX/ICHHBIE HAXOAALIMECS HA TPYIHOM BCKapPMJIMBAHHUU, OOJBIIE CKIOHHBI
K [TOBBIIIEHHOM JKEJTYyXE.

BusyanbHoe nposiBieHre runepOuInpyOuHEMHH - JKeNITyXa YacThli KIMHUYECKUH cilydail B
HEOHATaJIbHOM IIEpUOJIE U OHO MPOSBIISETCA B CIECAYIOIIUX BapUaHTaX.

XKenrtyxa, Habmogaromascs B MepUOJ, HOBOPOXKICHHOCTH MMEET JBE Pa3HOBUAHOCTHU: (u-
3MOJIOTMYECKas U MaTOJOTMYECKasl.

Pa3BuBaromasicst y Bcex HOBOPOX/IEHHBIX B IEPBbIE JHU XKU3HU TPAH3UTOpHAsI FUIEPOUIIH-
pyOuHEMUs, IPOSBISETCS ¢ UKTEPUUHOCTHIO KOXKHBIX MOKPOBOB JHIlb Y 60-70 % HOBOpOXKICH-
HbIX. TpaH3uTOpHAs TUNIEPOUTUPYONHEMHUS TIPOSBIIICTCS JKENTYX0H Ha 2-3 CYTKH KHM3HU U COXPa-
HsieTcs 10 14-ro 1HSA y JOHOWIEHHBIX U 21-ro THS y HEJOHOIIEHHBIX HOBOPOKIAECHHBIX BO MHOTHX
Cllyyasix OHO MMeeT J100pOKaueCTBEHHOE TEUEHUE U PACLEHUBAETCS KaK (PU3MOJIOTHYECKOE COCTO-
stHue [16,30,57].

XKenrtyxa y HOBOPOXKIEHHBIX MOKET OBbITh BbI3BaHAa HAKOIJIEHUEM KOHBIOTUPOBAHHOTO
(IpsIMOT0) MM HEKOHBIOTUPOBAHHOTO (HEINpsiMoro) ounupyouHa. bonbias yacTb HeOHaTaIbHOM
KENTYXH BbI3BaHA HAKOIUIEHUEM HEKOHBIOTUPOBAHHOTO OmmpyouHa. [Ipu pacnane KpacHBIX Kpo-
BSIHBIX TEJEIl BBICBOOOXKIAETCS TeMOTIIO0NH, KOTOPBI MakpodaraMu B TICUCHH U CEJIE3CHKE Ipe-
Bpamaercs B OWIMpyOHH 1 BBIICISACTCS B IUIA3MY.

3arem OMIUPYOWH CBS3BIBACTCS C CHIBOPOTOYHBIM aIbOYMHHOM M TEPEHOCUTCS B ICYCHB,
rZie OH PACHICTUIIETCS, KOHBIOTUPYETCS C TIIOKYPOHATOM C MOMOIIBIO TIIOKYPOHMITpaHC(hepassl.
JIro60ii mpouiecc, KOTOPBIN MPUBOIUT K YCUJICHHOW JErpajaliuy WM JIM3UCY 3PUTPOLUTOB, CHU-
KEHUIO0 KOHBIOTAIINH OMIIMpyOrHA B TIEYSHH, CHIDKEHHIO BHIBEACHUSI KOHBIOTHPOBAHHOTO OMIIHPY-
OMHa (C J)KeT4bl0) B KUIIEYHUK WJIM MOBBIIIEHHON peabcopOun HEKOHbIOTHPOBAHHOTO OUIINPYOH-
Ha Yepe3 KUIIEYHUK, MOXKET MPUBECTH K runepOuinnpyonneMun. I'unepOunrpyOuHeMust y JOHO-
IIEHHBIX WJIM MO3/JHUX HEIOHOIIEHHBIX JieTel crapiie 35 Heaesnb OepeMEeHHOCTH KiIacCUPULIUpPY-
eTcs Kak (PU3MOJIOTHUECKUI WM NaTOJIOTHYECKUI Ha OCHOBAHHWHU CTaTUCTHUYECKOTO aHAJIN3a MOKa-
3aresieif CLIBOPOTOYHOTO OMIMPYOMHA B 3aBUCUMOCTH OT BO3pacTa.

I'unepOunupyOrHeMusl y HOBOPOXKJCHHBIX JIeTel B MOCIeIHUE ACCATUIIETUS MpHOOpeTaeT
6onee murtenbHoe TeyeHue. [Ipuuuna 3Toro ¢eHomena He sicHa. [13,14]. OmpeneneHHast 4acThb
JAHHBIX COCTOSIHUN MPOXOAUT Uil peOeHKa TPaH3UTOPHO U He TpeOyeT crenuanbHOil KOpPPEKIUH,
OJIHAKO B psJIE CIIy4aeB HEOHATAJIbHBIE KEJITYXU IPUHUMAIOT 3aTSYKHOE TEUEHHE, BCIIEICTBUE YETO
(dopmHpyeTcsi BBICOKUN PUCK Pa3BUTHUS OCIIOKHEHHH, 00YCIOBIEHHBIX HEHPOTOKCUYHOCTBIO He-
psIMOTO OUIHpyOUHA.

XKentyxa HOBOPOKIEHHBIX UMEET OOJIbIIOE 3HaYeHUE B 3a00JIeBA€MOCTH M CMEPTHOCTH HO-
BOPOXJIEHHBIX BO BceM Mupe [39,49]. Hekoropas creneHp KeNTyXu HOBOPOXKIECHHBIX WM TMIIEp-
OMIMpyOMHEMHUH SIBJISIOTCS HETPEICKa3yeMbIMH COCTOSIHUSMU Y 60—80% HOBOPOXKIEHHBIX BO
BceM mupe [43,53]. Bo BceM Mupe exeroaHo okono y 1,1 MuminoHa fgeTeit pa3BuBaeTcs THIEpOU-
TUpyOUHEMHUS, W TOJaBJsioulee OOJIBIIMHCTBO CIy4yaeB TUIEpOUTUPYOMHEMUH BCTpeudaeTcsl B
ctpanax Adpuku k rory ot Caxapsl u IOxnHoit Aszum 37,3% [50,61], CeBepHoit Makegonunu
44,37% [33] Pecnyonuke Kazaxcran 31% [1,21], Ykpaune 10-45% [32] Poccuiickoit @enepanun
10% [22] Upane 2-15% [82].

CornacHo 1aHHBIM MHOTOUYMCJIEHHBIX MCCIIE€AOBAHUN YaCcTOTa MPOJIOHTHPOBAHHON TUIepou-
TUpYOMHEMHUHU TOCTOBEPHO MOBBILIAETCS U cocTaBisieT 25—65 % y gonomenHbix U 70-90 % —y
HeJloHOIIeHHBIX AeTel [15,19, 91,108].

«3aTsHyBIIAsACA» KOHBIOTALMOHHAS JKEJITyXa — 3TO IOBBIIIEHHE HENpsIMOro OMmIMpyOHnHa,
COXpaHsIIoIIeecs y JTOHOUIEHHBIX HOBOPOXKIECHHBIX Oojee NByX Henenb xku3Hu [29,101,104]. On-
HAKO MPOJIOHTMPOBAHHAs HEOHATaJbHAasl TUIEepOnIpyOuHeMus: TpeOyeT UCKIIOUEHUS IPYTUX BO3-
MOKHBIX MPUYHMH TunepOomnpyounemun [34,85]. HoBopoxkieHHBIE ¢ «3aTAHYBILIEHCS» KOHBIOTA-
LIHOHHOM JKEINTYXOM MMEIOT CKJIOHHOCTb K Pa3BUTHUIO LIEJIOT0O psla MaTOJOIMYECKUX COCTOSHUMN
BCJIE/ICTBUE HE3PEJIOCTH PA3IUYHbBIX OPraHOB U CUCTEM [2, 5, 6].

[TocnencTBusi runepOMIMPYOMHEMHH TIPH HEOHATAIBHOM JKENTyXe ydeHbIE M3y4aroT Ooiiee
BEKa, HO JIY4IlIE BCErO OMMCAHBI TOJBKO JBa UCXO0Ja: OMIMpyOuHOBas HHIIE(aIonaTus U saepHas
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KenTyxa (KepH UKTEepyc) Yy JeTeil MepBoro roja >Ku3HU, TPaHCHOPMUPYIOIIUECS B THIIEPKUHETHU-
4eckyr ¢opMmy aerckoro nepedpanbHoro napamuda (ALID) [4, 5, 7, 8]. Jons nanHoil Gopmbl B
ctpyktype ALII o naHHbIM poccHiiCKUX Y4eHbIX cocTaBisieT 3,3%, B TO BpeMs Kak B Ka3axCTaH-
ckux myonmukanusx B 2003, 2007rr. 19,4% u 15,4% cootBercrBenHo [3, 9, 11, 12], Torma xak B
Hopserun runepkunernyeckast popma L1 ne Obia 3adukcrpoBaHa coraacHO HAIMOHAIBHOMY
peructpy 1986-1995rr [ 73]. BeposiTHOCTh IpyruX UCXOJ0B 3aTSKHOM KEATYyXH ManonsydeHa. [1o
naHHbIM JKaH AWkapau «...ACXOJ0M HEOHATAIBHOU JKEITYXH KpOME KiIacCuuecKou TeTpasnl Perl-
stein: xopeoaTeros3, HaabsAAepHas O(QTaNIbMOIUIETHSI, CECHCOHEBPAJIbHAS TYrOYXOCTh, TMIOIIIA3US
SMaJld; BO3MOXKHBI OCTaTOYHbIE KOTHUTHBHBIE PACCTPOMCTBA, BUraTelIbHbIE HApYyILIECHUs pa3HOI
CTENIEHU TSOKECTH M HapyIICHUE MOBEJACHUs 0e3 mpeaplayliel KIMHUKY dHiedanonatun» [9]. B
MocJieIHeM pyKoBoJcTBe Amepukanckoi Akanemuu [lequarpuu (AAP) B 2009r. o BeneHuUIo TH-
nepOuIMpyOrHEMUN HOBOPOXKJICHHBIX PEKOMEHJOBAHO «...NMPOBOAUTH COOp SMUIAEMHOJIOTHYE-
CKHMX JaHHBIX JUIS JIOKYMEHTHPOBAHHS 3a00JIEBAEMOCTH IPYrUMH MOOOYHBIMH d(exTamMu, CBs-
3aHHBIMH C THIEPOMIMPYOMHEMHEN, TaK KaK HE MCKIIIOYAeTCS Pa3BUTHE APYTUX OCIOKHEHUH,
KpOM€ U3BECTHBIX: OMIHPYyOMHOBOM SHIIEDATONATHH U SAEPHOM KeATyXu» [57].

XKenryxa, Habnroaaromascs B MeproJ HOBOPOXKIEHHOCTH MMEET JIB€ Pa3sHOBHIHOCTU: (u-
3MOJIOTMYECKas U aTOJIOrHYecKast.

Pa3BuBaromascs y Bcex HOBOPOXKJIEHHBIX B IEPBbIE IHU KU3HU TPAH3UTOpPHAs TMIIEpOUIIU-
pyOuHEeMus, NpOSBISAETCS ¢ UKTEPUYHOCTHIO KOXKHBIX MOKPOBOB Juilb y 60-70 % HOBOpOXIEH-
HbIX. TpaH3uTOpHas runepOMIUpyOuHEMUS IPOSABIISAETCS )KEATYXOU Ha 2-3 CYTKH KU3HU U COXpa-
HseTcs 10 14-ro JHS y JOHOIIEHHBIX U 21-T0 JHS y HEJOHOIIEHHBIX HOBOPOXKJIEHHBIX BO MHOTHX
Cllydasix OHO MMEET JT00POKaueCTBEHHOE TEUCHNE U PACLIEHUBAETCS KaK (PU3MOJIOTHIECKOE COCTO-
saue [16,30,57].

Kenrtyxa, mposiBIsIOmascs ¢ pOXKACHUS WM HA TEPBbIE CYTKH >KU3HU HAOIOJAeTCs TPU
MATOJIOTHYECKOH KenTyxe. OTIHyaromascs oT (pU3H0IOrHIecKO KENTYXH IMaTOIOTHIECKas Kel-
TyXa COYeTaeTcs C MpU3HAKaMU IeMoJin3a, AIUTcs Oosiee 1 Henenu y AOHOIIEHHBIX U 2 HeAeNnu y
HEJIOHOIIIEHHBIX HOBOPOXKIEHHBIX; MPOTEKAET BOJIHOOOPA3HO U MOYACOBOW MPUPOCT OMiupyOuHa
coctaisieT 6osaee 9-10 mxmoib/n B yac. Ilpu HecBoeBpeMEHHON THAarHOCTUKE U JICUEHUH MOKET
OCIIOKHSATBCSA sfepHO xentyxon [10, 30, 93].

XKenrtyxa rpyaHoro Mojoka - HauboJsiee yacTas IpuuruHa MPOJOHTMPOBAHHONW HEOHATAIbHON
rUnepOMIMpyoOMHEMHUH. DTO COCTOSIHME BCErja paclieHuBaeTcs Kak JoOpoKkauecTBEHHOe 3a00ieBa-
uue [17, 18, 19, 20, 30], nposBnstomieecs B BUIE ATUTEIbHON HEKOHBIOTHPOBAHHOW THIIEPOUITH-
pyOMHEMUU, U BO3HUKAET y OJHOM TPETH 3/I0POBBIX HOBOPOXKAECHHBIX, HAXOIAIINXCS HA TPYAHOM
BckapmiuBaHuu [92]. IIponoHrupoBaHHas THIepOMIMPYOMHEMUS Yallle BCTPEUaeTcs Y IPYIHBIX
nerelt U Habmogaercs okoyo 2 Henens y 15-40% neteid, HaxoAsIUXCsA Ha TPYAHOM BCKapMJIUBa-
HuU U B 9% 3710pOBBIX, BCKAPMIIMBAEMBIX IPYAbIO I€TEH B Bo3pacTe 10 4 Hexens [25, 30, 35, 60].
OOBIUHO XeNTyXa OT TPYAHOI0 MOJIOKA BCTpEUaeTCs Ha 6-ble CYTKH >KU3HM MaJbllla, I71e MUK TU-
nepomIMpyOuHEMHUH JOCTUTaeT K 14 THIO )KU3HU HOBOPOKIEHHOT0. OOBIYHO 3TO aOCOIIOTHO HOP-
MaJbHOE SIBJICHHE Y OJJTHOM TPETH HOBOPOKIEHHBIX, KOTOPbIE HAXOIATCS HA TPYJHOM BCKapMJIMBa-
Huu. [79, 81, 106] IIpononrupoBanHas HeOHATAIbHAS TUNIEPOUTUPYOUHEMUS IPU TAHHOM COCTOSI-
HUU Pa3BUBAETCS B pPe3yJIbTaTe HEIOCTATOYHOIO MOTPEOJICHNS KAIOPUiA, CBSI3aHHBIX C TPYAHOCTS-
MU TpyaHOTo BeckapmumBaHus [37, 63, 80], He3penocThio IeYeHN U (hepMEeHTaMU MHTHOUpYFOIIee
JIEHCTBUE MaTEPUHCKOTO MOJIOKA Ha OYMCTKY HEKOHBIOTHPOBAHHOTO OmnupyonHa [24, 31, 48].

MHorumu uccieoBaTeasiMu ObUIO BbICKa3aHO MPEANOJI0KEHUE, YTO 3aXBaT OMIMPYOHHA B
KHILIEYHHUKE (IHTeporenaruyeckas UUPKYJSALKS) YBEIUYUBACTCS y JIeTel, BCKapMIIMBAEMbIX T'py-
JIbI0, BO3MOXKHO, B pPe3yJibTaTe MOBBIIIEHHBIX YPOBHEN 3MUAEpMalbHOIO (hakTopa pocTta B Ipyl-
HOM Mosioke [113] I'pynHOE MOJIOKO HEKOTOPBIX KEHIIMH CONECPKUT META0OJIUT MPOTrecTepona - 3
-anb(a-20-6era npernanaunon D [32, 54, 79, 94]. OToT MeTabOIUT MOJABISIET AeiicTBIE (epMeHTa
ypuIuHANPOCPOrIIOKYpOHOBOM KHUCIOTHI. [NoKypoHHMN TpaHcdepa3a, OTBETCTBEHHO 3a KOHb-
IOTallMIO U MOCTeyIole BbIBeIeHne OnnpyorHa. B neueHn HOBOPOKIAEHHOTO aKTUBHOCTD TJTIO-
KypoHHITpaHcdepasbl coctabisieT Bcero 0,1-1% mo cpaBHEHHIO cO B3pOCIBIMU J€TbMH, BCIENI-
CTBHE Yero KOHbBIOTalus OmnupyouHa Oyzaer HU3KOM. Jlanbiie HMHrHOMpOBaHUE KOHBIOTAUN Ou-
TUpyOrHa TPUBOJIUT K YBEIHMUEHHUIO YPOBHA OunnpyOuHa B kposu [37, 39, 41, 43]. @epmeHT Ju-
MONIPOTENHA3a UMEIOLIasicd B TPYAHOM MOJIOKE CHHTE3UpPYET B OOJBIIOM KOJIMYECTBE HEICTEpPU-
¢bunpoBaHHbIe CBOOOJHBIE KUPHBIE KUCIOTHI, KOTOPbIE HHIHOUPYIOT TIIIOKYPOHHITpaHC(epasy,
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NPUBOASAIICH K YMEHBIIEHUIO COIPSDKEHHS M TOCIEAYIOIIEro BbIBeIeHUs Ounnpyouna [94,
105,109].

[IponoHrupoBaHHass HEOHATaJbHAS TUNEPOMIMPYOMHEMHsST HaOMIOTaeTcs NpH JAePHUIUTE
rioko3a-6-pocdar neruaporenassi(GOPD).

Hedumur G6PD - 310 paccTpoiicTBO, CBSI3aHHOE C MOJOM, OT KOTOPOTO CTPAIAr0T MUJUIHO-
HBI JIIOJICH TI0 BCeMY MHUPY, 0cOOeHHO B cTpaHax CpeauzeMHOMOphbs, bimkaero Bocroka, Adpu-
K1 U A3un.

Cuauraercs, uto nedunut GO6PD, kak u ceproBUIHO-KIETOYHAsE 00JIE3Hb U TAIACCEMHMSI, CTall
pacrpoCTpaHEHHbBIM SIBIIEHUEM, IIOCKOJIBKY OH 00€CIEUMBACT ONPECIICHHYIO 3alUTy OT MAJSIPUN
[74,75].

VY GonpmuHcTBa Mronel ¢ aedunurom G6PD remonm3 u aneMust HaOII01at0TCS JIUIIb SITH30-
auuecku. [IpoBonupyromue GakTopbl MOI'YT BKIHOYATh HHPEKIUIO, BO3IEHCTBHE JIEKApPCTB, KOTO-
pble SIBIISIOTCS CUIIBHBIMU OKHCIIUTENISIMHU, WIN TOBPEKIACHNE 3yOOB. TaKKe BEIleCTBa, Kak O00BbI,
Ha(TaIUH WIM HEKOTOpbIE BEIECTBA, [IOJyYEHHbIE B pe3ynbTaTe HepTeXuMuu. I'eMonuTrueckas
aHeMusl peIKo ObIBaeT XPOHUUYECKOM, a He AMU30MYECKON, U pPa3BUBAETCS Jjake MPH OTCYTCTBUU
SIBHOTO BO3/IEHCTBHS OKUCIUTENBHOTO cTpecca. bonee 400 BapuaHTOB ObUIM BBISIBIIEHBI B TEUEHUE
G6PD, He Bce U3 KOTOPBIX SBIIIOTCS KIMHUYECKH 3HaunMbiMu. BO3 pa3paboTtana cucremy Kiac-
cu(uKayy, OCHOBaHHYIO Ha CTENEHH (DePMEHTATHBHOM HEAOCTATOUYHOCTH M TSHKECTH TeMOJIH3a.
BonpminHCTBO MyTaluii SBISIOTCS MHCCEHC-TOUEYHBIMU MYTAlUsIMHU, KOTOpPBIE IPUBOJAT K Hapy-
meHuto GyHKuuu GpepmeHToB. [38, 83]

HopMmanbHbie 3puTpoLuThl coaepKaT 00JIbIIOE KOJIMYECTBO BOCCTAHOBIEHHOIO INIyTaTHOHA
(BI'T), cynpruapunconepxaliero TpUnenTuaa, KOTOpblid CIy>KUT BHYTPUKIETOYHBIM aHTUOKCH-
JAHTOM, HEUTpanu3ys MeTaOOIUTHI JIEKAPCTBEHHBIX IPENapaToB-OKUCIUTENICH U aKTUBUPOBAaHHbBIE
(hOpPMBI KUCIIOPO/A, BEICBOOOKTAIONITUECS ITPH aKTUBAITUU (aroIuTOB.

N3-3a nedpumura depmenta sputpouutsl ¢ gepunurom GO6PD 00ianaroT orpaHUYCHHON
crocoOHOCTRIO K pereneparuu BI'T u3 okucnennoro riryratuona.[56] B orcyrcteue BI'T sputpo-
LIUTHl yA3BUMBI K OKHCIHMTEILHOMY IOBPEXKICHUIO reMorioOuHa. JleHaTypupoBaHHBIN TI100MH
BBINAJ]a€T B OCA/JI0K. TaK Ha3blBaeMble Tejblla XailHIa CBA3BIBAIOTCSA C KIETOYHOH MeMOpaHOH,
HEeOJaronpusaTHO U3MEHsS ee CTPYKTYypy M QyHKuuio. [lepekucHoe OKHCIIEHUE JIMMUI0B B MEM-
OpaHe MOXeT CIIocOOCTBOBaTh HapyleHUI0 GyHKIMU. KOHEUHBIM pe3yabTaToM 3THX HapylleHHi
ABJIAETCS TEMOJIN3.

Bapuant G6PD A— orBeuaer nmouTH 3a Bce ciyyau nedpunura GOPD, nabnaronaemsle y ad-
pHUKaHIIEB, U NMpHCYTCcTBYeT npumepHo y 10% adpoamepukanneB. G6PD A — panee cuuranocs,
YTO 3TO OJJHO OMOXMMHYECKoe 3a00JieBaHUE, HO TENepb U3BECTHO, YTO OHO OOYCIIOBJIEHO TpeMs
pa3IUYHBIMU T€HOTUNAMU U Kiaccuunupyetcs kak BapuanTsl Il k1acca. GOPD A— Bnuser Ha
CTaOMIIBHOCTh (pepMEHTa, BbI3bIBAsI YCKOPEHHOE CHUKEHHE aKTHBHOCTU B TEYEHUE CPOKA CIYKOBI
SpUTPOLUTOB. TOIBKO B CAMBIX CTApbIX IPUTPOLUTAX aKTUBHOCTH (pEpMEHTA 1OCTUTAET AOCTATOY-
HO HU3KOT'O YPOBHS, YTOOBI CO3/IaTh YSI3BUMOCTb K OKUCIUTEIbHOMY TeMonu3y. [1o aToii npuunHe
reMOJIN3, €CJIM OH U BO3HUKAET, OObIYHO MPOTEKaeT B JErkoi (opmMe U caMOOTrpaHUYUBAETCS.
Hanpotus, y a3uaToB U JIMIl CPETU3EMHOMOPCKOTO MM OJMKHEBOCTOYHOTO MPOUCXOKICHUS Jie-
¢unut G6PD cHuxkaetr akTHUBHOCTh ()epMEHTa KaK B MOJIOJIbIX, TaK M B CTApbIX ApUTpoLUTaX. [ e-
MOJIN3 OOBIYHO MPOTEKAET TSKEIee U MOKET MPEJCTABIATh YTPO3y AJIs KU3HU.

Bapuantsl G6PD Bcerpeuatores B CpenuzemHoMopbe U Ha CpenneM BocTouHble, KoTOphie
KOI'/Ia-TO CYUTAINCh OMOXMMUYECKU Pa3HbIMH, TEIEeph MPU3HAHBI CBSI3AHHBIMU C OJHUM OOLINM
TFeHOTUIIOM. B 3THX 3THHMueckuxX rpynnax HekoTopsle moau ¢ nedpunurom GO6PD moasepxeHb
TSDKEITBIM U JJaXKe CMEPTENIHHBIM 3MH304aM TeMoJin3a Tociie yrnoTpeoiaeHus 600008 dana (paBuzm).
[Tarodusmonorus GaBusma Obuta packpeita [36] U paccMOTpeHa B Ipyrux HCTOYHUKAX [76]. O0-
pa3oBaHUE aKTUBHBIX (POPM KHUCIIOPOAA SBISETCS PE3yIbTaTOM BBICOKMX KOHLEHTPALUN AUBHUIIH-
Ha U u3oypammia B 006ax ¢aa. @aBuU3M OUEHb PEIKO BCTpeUaeTcs y appoaMepUKaHIIEB. IPU
G6PD A [52]. Y 6epeMeHHBIX 1 KOPMSIIUX KEHIIMH HEKOTOPbIe BO30YAUTEIN MOTYT IIepe1aBaTh-
sl TUIOAY 4Yepe3 IUIALEHTY WM HOBOPOXAECHHBIM U€pe3 IPYJHOE MOJIOKO U BBI3BIBATH MEMOJIU3 Y
MOPaXEHHOT'O IJ10/a UJIM HOBOPOXAEHHOT0 HOBOpOXkAeHHOTO [40,64].

I'en G6PD pacnonoxen Ha X-xpomocome. Bece spurporursl myxunt ¢ aedpunutrom G6PD
MO/IBepKEeHbI ()EPMEHTATUBHOUN HEJOCTATOYHOCTH, B TO BpeMsl KaK y skeHIIUH ¢ nedururom GO6PD
pasnuyHas 10JIs1 SPUTPOLIUTOB SBIsIETCS (PepMEHTATUBHON HEIOCTaTOYHOCTHIO, B 3aBUCUMOCTH OT
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cTenenu auoHusanuu [77]. U3-3a aTux paznuuuii remMonu3, BeI3BaHHBIN aedumurom GO6PD, mpo-
HCXOJUT B OCHOBHOM y MYKUMH U rOpa3J0 PeKe y KEHIIMH.

Huaruos nepunura G6PD mosxeT ObITh mocTaBieH npu nosisaennn DAT-neratuBHON remo-
JUTUYECKON aHEMHH, CBA3aHHOW ¢ MH(pEKIMeH i npueMoM JekapcTB. KieTku, KOTopbie BBITIISA-
JSIT TaK, Kak Oy/ATO M3 HUX OBUT CIENIaH YKYC, B PE3yJIbTaTe SKCTUPIIALIMYU Celle3eHKU. B Ma3ke me-
pudepruuecKoil KpoBH NHOTIa OOHAPYKUBAKOTCS TeNblia XalHIa.

IIpu oxparmmBanuy nepudepuueckoil KpoBU B (PUOJETOBBIN LIBET BO BPEeMs T€MOJIMTUYECKUX
SMMU30JJ0B MOT'YT ObITh OOHapyskeHbl Tenblia XaiHia. XOTs CyHIECTBYIOT CKPUHUHIOBBIE TECTHI,
OHHU HE TaK YyBCTBUTEJbHBI, KaK MpsAMoi aHain3 akTuBHOCTH G6PD B sputpoumrax. M3mepenue
aKTUBHOCTH (pepMEHTa MOXKET He BBIABIIANTE 1epUIUT y adypoaMepUKaHIIEB cpa3y *Ke [0cie reMo-
JUTUYECKOI0 3MM30/1a, TOCKOJIbKY MOMYJIALHUs JroeH ¢ AeGuuuToM (pepMeHTa 3PUTPOLUTHI ObLIN
UCKJIIOUeHbl. YacTo ObIBaeT HEOOXOAMMO TOBTOPUTH aHAIU3 No3xke. Maentuukanus cnenuduye-
ckux mytranud G6PD ¢ nomomisio ananuza JIHK noctyrnHa, HO peko UCHOIb3yeTCs B IMAarHOCTH-
yeckux 1ensix [38,83].

B HeoHaTanbHOM NepHOEe OCHOBHBIM IposiBieHueM Aeduuuta G6PD sapnsercs runepouinu-
pyorneMusi. OOBIYHO KeNTyXa MPOSBISAETCS Yalle, YeM aHEeMUs, U aHEMMs PEelIKO ObIBaeT TsKe-
noi. Kpome Toro, B OT/IMYME OT KJIACCUYECKON HEOHATalbHAsl THIIEpOMINPYOUHEMUS, CBSI3aHHAS C
pe3yc-akTopom, - HeoHATaNbHAS kenryxa u3-3a epumur GO6PD penko nmposBiseTcs mpu pox-
JICHNH, KIIMHUYECKOe Hayaso 0ObIYHO HAacTynaeT Mexny 2 u 3 aasmu. 138 BonbmmHCcTBO MitaieH-
1eB ¢ TunepOmmpyOnHeMuer, BeI3BaHHON nedumurom GO6PD, uMMEOT cpeau3eMHOMOPCKOE,
OMMKHEBOCTOUHOE WIIM a3UATCKOE TMPOUCXOXKIICHHE.

B GonpmmHCTBE CllydaeB HEOHATAIBHON THUNEPOMIMPYOMHEMIH, 00YCIOBICHHON neduIu-
ToM G6PD, HET OYEeBHIHOTO BO3ICHCTBUS BHEIIHUX OKHCIUTEIICH.

Crenenp runepOMWIMpyOHMHEMHH OTPa)KaeT KakK MOBBIINICHHYIO Harpy3Ky Ha Me4eHb OUupy-
OouHOM, TaK 1 remonn3 G6PD-nedunuTHRIX OCITKOB.

OPUTPOLUTH U HAIMYUE WIM OTCYTCTBUE BapuaHTHOM (hopmbl YI'T OTBETCTBEHEH 3a CHH-
npoMm XKunsoepa [66]. OTHOCUTENbHAS BaXKHOCTH MOCJIEIHETO MOAYEPKUBACTCS HAOIIOICHUSIMHU O
TOM, YTO OOJIBIIMHCTBO XKENTYIIHBIX HOBOPOXKIAECHHBIX ¢ Aepunutom GO6PD He cTpanatoT aHemu-
i, 1 4acTo OTCYTCTBYIOT JI0Ka3aTeJIbCTBA MOBBIIIEHHONW BBIPAOOTKH OMIMPYOHHA, BTOPUYHOM 110
OTHOILLIEHUIO K reMou3y [67,68].

Tsoxects sxentyxu npu aedpunure G6PD BappupyeT B IIMPOKUX Mpefenax, OT CyOKIMHUYe-
CKOM 10 BBI3BIBAIOIIEH SIZIEPHYIO JKEJITYXY, €CIIU €€ He JeuuTh [58]. DTu HaOmo1eHus MOAHSIH
BOIPOC CIIEAYeT JIM BKIIOYaTh TecTupoBaHue Ha aeduuut GO6PD B nmporpaMmbl CKpUHUHIA HOBO-
pOXIeHHBIX 10 BceMy Mupy? [69] Heonartanbhelit ckpuHUHT Ha aepuut G6PD oxa3zancs oueHb
3¢ EKTUBHBIM CPEICTBOM CHID)KEHHUS 3a00sieBaeMOCTH (aBU3MOM B OoJiee TO3/IHEM BO3pacTe Ha
Capnunuu [84] 1 B Ipyrux pernoHax, ri€ 3TO MOTEHIUAIBHO CMEPTENBHOE OCTIOKHEHUE SBIISIETCA
pacpoOCTPAaHEHHBIM SIBIIEHUEM.

I'emor;no0muHonaTuu. JledexThl CTPYKTYphl WIIM CHHTE3a FeMOIJIO0MHA - 3TO peAKHe Hapy-
IIEHMsI, KOTOpPbIE PEIKO TPOSBISAIOTCS B HEOHATaJbHOM Mepuoje. M3 HUX CHHIPOMBI -
TajacceMUy HanboJiee 4acTo MPOSIBISIIOTCS KJIMHUYECKHU Y HOBOPOXAeHHbIX. Kaxknas aumnonnas
KJIETKa YeJIOBEKa COJIEPKUT YEThIpe KOMHUU IeHa O-TJI00MHA, U, TaKuM o0pa3oM, ObUIM ONMUCAaHbI
YeThIpe CUHIpPOMa 0-TaJlaCCeMHH, OTpakarolue Hanuuue aedextoB B 1, 2, 3 umm 4 reHax o-
rJI00MHA. Y pelecCUBHBIX HOCUTENEW OJWH aHOMaJbHBIA O-TJIOOMHOBOW LENMU MPOTEKalT Oec-
cUMIOTOMHO. PacripocTpaHeHHbIN cpean HaceleHus appUKAHCKOTO MPOUCXOKIACHUS MPU3HAK -
TajacceMuu (MyTaluU JIBYX (OpPM 0-TalacCCEMHUH) HE CBSI3aH C T€MOJIM30M Y HOBOPOXKACHHBIX, HO
XapaKTepu3yeTcsi ypoBHeM He MeHee 95 MM’ (B HopMme oT 100 10 120 Mim’) [98]. TemornoGuuo-
MaTUH SABJISIETCS PEe3yIbTATOM HAJUYUS TPEX MYyTalluil O-TaJaCCEeMHH U MOKET BBI3bIBATh T'€MOJIH3
Y aHEeMHUIO Yy HOBOPOXACHHBIX [89]. 'omo3uroTHas o-tamaccemus (IOJIHOE OTCYTCTBHUE HOPMAaJIb-
HOTO CHHTE€3a O-LeMH, MPUBOJAIIEE K CHHAPOMY TeMorioOuH-bapTca -BOAsSHKY I10]a) XapakTe-
pu3yercsi TITyOOKMM TeMOJIM30M, aHEMHUEH, BOJIHKON Miioja u, 0e3 mepenuBaHusl KpPOBH, IMOYTH
BCEI'/la 3aKaHYMBAETCSI MEPTBOPOXKACHUEM MJIM CMEPTHIO IUIOJA HEMOCPEACTBEHHO B HEOHATAJIb-
HOM nepuoze. Ilo mmeromumcs: JaHHBIM, BBDKMBIIMM HOBOPOXKACHHBIM Ha INPOTSDKEHUU BCEU
KHU3HHU TpeOyeTcs MepesiiBaHue KPOBH, U Y HUX 4acTo HAOJII0Aal0TCsl COMYyTCTBYIOIIME 3a00eBa-
HUS, BKJIIOYAs 3a/1ep>KKy pa3BUTHs HEPBHOM CHCTEMBI U CBSI3aHHBIE C HEM BPOXKACHHbBIE aHOMAJINU
[97]. Yucras P-tamaccemMuss HE NPOSBIAETCS B MEpUOJ HOBOpoXkAeHHOCTH. Kpome Toro, v-
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tanaccemus (1) HecoBMecTMMA C KHU3HBIO B TOMO3UTOTHOW (hopme, (2) cBsi3aHa ¢ mpexonsieit
HEOHATAIIBHON aHEMHEM JIETKON WJIM CPEAHEN CTENEHU TAKECTH, €CIIM BOBJICUYECHBI OJAWH WJIU JBA
reHa, KOTOpas MPOXOIUT, KOT/Ia HAUWHACTCA CUHTe3 (-11enu, win (3) B COYeTaHUH C HAPYIICHUEM
CHHTE32a [-IIeTIH, U CBSI3aHBI C TSHKEION TeMOJIIMTHYECKONW aHEeMHUEH M BBIPAKEHHOW TUIIEPOUIUPY-
ounemueii [87].

Konbloranusi 6uimpyouna B neyeHu. CriocoOHOCTb MJIa/ICHIIEB KOHBIOTHPOBATH OUITUPY-
OMH 3aBUCUT OT aKTHUBHOCTU NEYEHOYHOH ypuaunHaudocdar-rirokypoHosmiTpancdepassl 1A1
(UGT1A1), xoTopslii B mpoliecce pa3BUTHUS IKcIpeccupyercs Ha ypoBHe 0,1% oT ypoBHs y B3poc-
71X Ha cpoke oT 17 no 30 Henenb OepeMeHHOCTH, yBenuuuBaeTcs 10 1% OT ypoBHS y B3pOCIBIX
Ha cpoke oT 30 mo 40 Henenb OEpEMEHHOCTH U JOCTUTAET YPOBHS Y B3POCIBIX TONBKO Ha 14 Heme-
Jie nocyuepooBoi xu3Hu [45,71]. Iloctenennoe noBbiieHue aktuBHOCTH UGT1A1 B neyenu B
TE€YEHHE MEePBbIX HECKOJIbKUX JHEH KU3HU MHAYLHPYETCS CAaMUM YPOBHEM OOIIETO YPOBHS OUIIHU-
pyOuHa HE3aBUCUMO OT CpoKa OepeMEHHOCTH HOBOPOKIEHHOIO M Bo3pacTta IpH poxiaeHuu. de-
nobapouran unaynupyet UGT1A1 ¢ noMomibio cekpernun TaoypoHUITpaHcdepasbl, pearupyro-
uiero Ha GpenobapOutai, B mpoMotopHoM snemente rena UGT1A1. He cuHOHMMUYHBIN TTOUMOP-
¢usm rena UGT1A1

UGTI1A1 PBREM (UGT1A1*60) cBsizaH ¢ MOBBIIICHHBIM PUCKOM Pa3BUTHS THIICPOHIUPY-
ounemuu [100].

B nononnenue k nmocrHaranmbHoMy u3MeHeHuto aktuBHOcTH UGTIA1 B meuenu, o0ycioB-
JIEHHOMY OCOOEHHOCTSIMU pPa3BUTHUS, CYLIECTBYIOT BPOXACHHbBIE HApYyIICHUS SKCIPECCUU
UGT1A1l, o0b14HO Ha3bIBaeMble CUHJIpOMaMu HempsiMoi runepOunupyounnemun [107]. K Hum ot-
HocsaTcst cunapomMel Kpurnepa-Hamxkapa [ u I TumoB (Arias) u cuaapom Xuns6epra [107]. Mia-
nenneB c¢ I tunom Kpurnepa-Hamkapa MMEOT MOJIHOE OTCYTCTBHE AKTUBHOCTH OmiIMpyOuHA
UGTI1AI u aBasitoTCSt MUIIEHBIO T€HETUYECKUX MYTalMil, KOTOpbIE, KaK IPaBUJIIO, SIBJISIFOTCSI HOH-
CEHC-MYTAlMSAMU UK “‘CTON-MyTausIMu’ B Ipupoje [47], 4TO MOKET UMETh 3HAYUTEIbHBIN PUCK
pa3BuTHUs OMIIMPYOMHOBOM dHIIe(aToNaTUX U siFepHOM xKentyxu [46,102].

doToTepanus SABIAETCS OCHOBOW JIEUEHUs MIIAACHUEB U JAeTell ¢ cuHapomom Kpuriepa-
Hamxapa [ Tuna, XoTs y HOBOPOKICHHBIX MOXKET Pa3BUTHCS OMACHAas TUIEPOMIUPYyOUHEMHUS, Tpe-
Oytomiass OOMEHHOTO TepeBaHusl KpOBU. TpaHCIUIaHTAlMs MEYEHH SIBISIETCS €MHCTBEHHBIM B
HacTosIee BpeMsi OKOHYATENIbHBIM TEpPaneBTUYECKMM BMEIIATEIbCTBOM IPH 3TOM 3a00JI€BaHUU
[101,102]. {ns nossimenns aktuBHOocTH UGT1A1 B nedyeHn y 3TUX NALMEHTOB IIPH TPAHCIUIAHTA-
MU TenaTolMTa 4YelloBeKa IMoKa3aja OrpaHUYeHHbId ycrex. CTpaTeruu Je4eHHs] CTBOJOBBIMH
KJIETKaMM M T€HHOW Tepamueil SBJISI0TCS MHOTOOOCIIAIOIIMMU JUIS JIEYEHUS TOr0 COCTOSHHS
[42,51].

Hamporus, cunapom Kpurnepa—Hamxapa I Tuma, mist KoToporo xapakTepHsl Ooiiee yme-
pEHHBIE YPOBHHU HEMpPSAMOW TUNepOMINpyOMHEMHUH, a Tak)Ke HU3Kas, HO ompenenseMasl aKTHUB-
HocTh OmnmupyouHa UGTIA1 B medeHu, B OOJNBIIMHCTBE CIyyaeB, MO-BUIUMOMY, 00YCIIOBJIEHA
mucceHc-myTarusamu B rene UGT1A1 [47]. ®eHobapOuTan MokeT ObITh UCTIOIB30BaH ISl HHAYK-
un octatoyHor akTuBHOCTH UGTI1A1. OTH penkue, HO BaXKHbIE KIMHUYECKUE CHHAPOMBI JOJIK-
HbI ObITh YCTPaHEHbI U JOJDKHBI BKIIIOUaThCS B AU depeHHanbHyI0 JUaTHOCTUKY MPOJIOHTUPO-
BaHHOM HENPSAMON rUNepOMIINPYOMHEMUH.

Cunnpom XKunsbepra - 3T0 pactipocTpaHEeHHAass BPOXKICHHAS MMaTOJIOTHS KOHBIOTAIINN OVITH-
pyOuMHa B TEYEeHH, MPH KOTOPOH AKTUBHOCTh H30(pepMeHTa ypuAMHANUGDOCHATIIIOKYPOHO3U-
nrpancdepasbl 1A1 (UGT1A1) camxkena npumepHo Ha 70% u 6omnee [42,111]. Tlo nanaeim Kan-
JIaH ¥ COaBT. HOBOPOXK/IEHHbIE HECOBMECTUMBIX 10 pe3yc (—) ABO umenu cuibHy0 NOJ0KUTENb-
HYIO CBS3b MEXAY PUCKOM Pa3BUTHUS TUIEPOMINPYOMHEMHUH U SKCIIPECCHEeN TPOMOTOPHOTO Bapu-
aata UGT1A1 UGT1A1*28 [68], oqHOTO M3 MOMMMOP(GHBIX BAPHAHTOB T'€HA, JIEKAIIETO B OCHOBE
cunapoma KunsOepta.[42—112]. bonee KOHKPETHO, BCE HOBOPOXK/ICHHBIE, HECOBMECTUMBIE C pe-
3yc(—) ABO ¢ ypoBHeM 0011ero OuaupyOnuHa B CBIBOPOTKHA KPOBH > 15 mr/mn [256 Mkmomb/m))
ObuIM MO0 TOMO3UTOTHBIMH, JINOO rerepo3uroTHbiMu o UGT1A1*28. Hanpotus, HU y OHOTO
13 HOBOPOXKJICHHBIX, HECOBMECTUMBIX 110 pe3yc (-) ABO, koTopbie ObLITH TOMO3UTOTHBI IO aJLIEITIO
mukoro tTuna (UGT1A1*1), ypoens TSB He npesbiman 15 mr/an [256 mxmons/n]) [112].

OcHoBbiBasick Ha cooOmenHoi yacrore amtenss UGT1A1*28 (0,35) B pabote Karunana u np.
U mpearnonaras paBHoBecue Xapau-BaiinOepra, 12,5% u3 Bcelt uccienyeMoil KoropTel HECOBMe-
ctuMbIX 110 pe3yc (—) ABO Obutn romo3urotasl o UGT1A1*28 u crpaganu curapoMom Kumb-
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Oepra.

B wactHoctu, u3 40 ucciaen0BaHHBIX HOBOPOXKICHHBIX, HECOBMECTUMBIX 110 pe3yc (—) ABO,
5 6bu romo3urotHsl o UGT1A1#28 u crpananu cunapomom Xwmisbepra (M3 HUX 2 ObUM TH-
nepOunnpyounemuynsl); 14 6putn rerepo3urotHsl Mo UGT1A1*28 (w3 Hux 2 ObLIM runepOuu-
pyOonHeMu4Hbl) 1 21 ObUIM TOMO3UTOTHBI TI0 AJUIENIO IUKOTO THMA (HU OJUH M3 HUX He ObLI XKell-
TymieH) [42].

OTH NaHHBIC CBUJCTEIBCTBYIOT O TOM, UTO dKcmpeccus BapuanTHoro amtens UGTIAT1*28
CIOCOOCTBYET Pa3BUTHIO TMIEPOMINPYOMHEMHUN Y HEKOTOPBIX HOBOPOXKIEHHBIX, HECOBMECTHUMBIX
¢ pesyc (—) ABO. Ognako B OOJIBIIMHCTBE UCCIICTOBAHUI COOOIIAETCS, UTO AKCIPECCHs BapHaHTa
UGT1A1*28 cama mo ceGe HE IPEACTABIISICT MOBBIIICHHOTO PHUCKA THNEPOMIUpyOrMHEeMuUun [42,
110-112].

Tonbko npu 0THOBPEMEHHOM 3KCIPECCUU € JKENTYIIHOIC€HHBIMU COCTOSTHUSIMM, TAKUMHU KaK
TPpyAHOE BCKapMIIMBaHWE WU TeMmoiuTudeckas 6one3nb, UGTIA1*28 yBenuuuBaeT pucK pa3BH-
TUS 3HAUUTENbHON runepounupyounemuu [72,110]. Takum obpazom, Kaplan u ap. nomyueHHbie
JAHHbIE CBUJETEIBCTBYIOT O TOM, YTO Y HEKOTOPBIX, HO HE Yy BCEX HOBOPOKICHHBIX, HECOBMECTHU-
MBIX ¢ pe3yc (-) ABO, Habnrogaercss A0CTaTouHas CTENEHb I'eéMOJIN3a B COYETAHUU C HApYLICHUEM
KOHBIOTAINK OMIMpyOrHa, 9TO CO3aeT PUCK runeponmnpyonaeMuu. OJHaKO ATOT YPOBEHb reMO-
au3a caM 1o ce0e HEeAOCTaTOYEH JJs TOro, YTOOBI BBI3BIBATH KEITYXY, U MOITOMY CUHUTAETCS
orpanuuyeHHbIM. lIpenBapurensHble BbIBOJbI Kamana v coaBTOpOB 3aciayKUBAIOT MOJTBEPK/IeE-
Hus. B cBs3u ¢ atum Halis u coaBT. coobmaror o xentymHorenHoM 3¢ dexkre UGT1A1*28 Bapu-
antHas skcnpeccus y DAT(—) ABO-HecoBMECTUMBIX HOBOPOJKJIEHHBIX, HO aHAJIOTHYHAS CBS3b
Habmoganack 1 y ABO-COBMECTHMBIX HOBOPOXKICHHBIX C HEOOBSICHUMOM rUNepOnInpyOnHeMuei
[55]. Otu aBTOphI Takxke npeanonararT, yto Bapuant UGT1A1*6 obnanaer KenTylIHOT€HHBIM
apdekToM Kak y pesyc (—), Tak 1 y ABO-cOBMeCTUMBIX HOBOPOXKICHHBIX, XOTSI 4aCTOTA aJlIeis
UGT1A1*6 B ux uccineayeMoil koropre Oblla CIMIIKOM HHU3KOHM, 4TOOBI JenaTh BbIBOABI [55].
UGTI1A1%*6 - aro BapuanT kogupytouieit nocinegosareabHoctd UGT1A1 ¢ ommbGoyHbIM KOAUPO-
BaHUEM, CBSI3aHHBIN ¢ OOJIBIINM CHUKEHUEM

Konstorupyromas aktuBHOcTh UGT1A1 Boite, uem y UGT1A1*28 [110], u 00bIYHO JEKUT
B ocHoBe (penotuna XKunsbepra B nomynsauusax Bocrounoit Azuum [110, 111]. Yu u coaBt. npoje-
MoHcTpupoBaid, 4to UGT1A1*6 oka3bpiBaeT BBIPAKEHHBIM XKeNTYIIHOT€HHBIH 3(deKT y HOBO-
POX/IEHHBIX, HECOBMECTUMBIX ¢ pe3yc (+) ABO , n/unu y HOBOPOXIAECHHBIX C J1aOOpaTOpHBIMU
MPU3HAKAMHU TeMoiM3a (PeTHKYIOUUTO3 U cepounuTsl B Mazke ¢ nepudepun) [103]. Ilpumeya-
TEeJBHO, YTO 3TO BIMsHHUE ObUIO HanOoJiee OYEBHUIHBIM Ul YPOBHEH 0011ero OunupyouHa mpu 1s-
xenoMm TeueHuu (>20 mr/nJl [342 mxMonb/n]) U 3KCTpeManbHbIA (>25 mr/mn [>427 MKMOIb/1))
nuanaszoH [103]. Ot nanHBIEe cornacyroTcs ¢ 3(pQeKToM ycuieHHs TUnepOMIMpyOMHEMUH TPH
cunapome Kuiapbepa, 0 KOTOPOM CO00IIATOCh TPU TEMOIUTHUECKHUX cocTostHuX [72,110, 111].

Xots nonumopdusle BapuaHTsl TeHa UGT1A1 pacrpocTpaHeHbl M MOTYT MOBBIIIATh PUCK
rUNepOMIMpyOMHEMUH, MAJIOBEPOSATHO, YTO OHU OOBSCHSIOT MPH JIF0OOH 3HAYUTEIHHOM runepou-
TUpYOUHEMUN Y HOBOPOXKJIEHHBIX, HECOBMECTUMBIX C pe3yc (—) ABO. BrisicHeHue CBS3M MeXAy
cunapomoM Kunsbepra 1 ABO I'BH notpebyer nanbHeHIuX KIMHUYECKUX HUCCIIEIOBaHUH C Hc-
M0JIb30BAHUEM CEKBEHUPYIOIIUX IMaHEJel HOBOTO MOKOJEHMs, KOTOPhIE OXBATHIBAIOT BapHAHTHI
UGTI1A1 u apyrux reHos, JeKaliiuX B OCHOBE TeMOJIUTHYECKUX COCTOSHUM.
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