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I'mmkoreno3 IX Tuna y pedenka 9 jer

CASE REPORT
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ueHTp», Mocksa, Poccust; *‘OIFBYH «DeaepanbHbii MCCAEAOBATEABCKUIA LIEHTP NMUTaHKS, BUOTEXHOAOTMM M He30MacHOCTM Mulum», MockBa,

Poccus

Y pebeHka ¢ 1 roaa OTMeHaAMCb FMNOTFAMKEMUYECKME COCTOSIHMS, COMPOBOXAAIOWMECS KETO30M, NePUOAMYECKMEe rUnepranKe-
MWW, MO NMOBOAY Y€ro NMocTYMUA B AeTCKOe 3HAOKpUHOAOrMyeckoe oTaereHne Kb nm. C.P. Mupotsopuesa Capatosa. B ctaumo-
Hape pebeHKy ObIAO MPOBEAEHO KOMMAEKCHOE 0DCAeAOBaHME, NO pe3yAbTaTaM KOTOPOro ObIAM UCKAIOYEHbI Takne 3ab0AeBaHus,
KaK FMNEPUHCYAMHMU3M, CaxapHbli AnabeT. B AabopaTopun HacAeACTBeHHbIX DoAesHern obmeHa sewects OIBHY «Meanko-re-
HETUYECKWI Hay4Hbli LEHTP» OblAa BbiSBAEHA remu3uroTHas MyTaumsi B reHe PHKA2 (rankorenos IX tmna). Y matepu Takke
BbISIBAEHA reTepo3nroTHas Mytaums ¢.226G>A(p.E76K B rene PHKA2. o pe3yAbTaTam NPOBEAEHHOTO FeHETUHECKOro 06cAeo-
BaHMA pebeHKa M MaTepu naumeHTy OblA BbICTABAEH OKOHYATEAbHbI AMArHO3: rAMKoreHos IX tmuna. MNauneHTy ObiAa Ha3HaveHa
MHAMBUAYaAbHAsi NEPCOHAAM3MPOBaHHas BeAKOBast AMeTa C MCKAIOUYEHMEM MULLEBOTO caxapa, XXMPHBIX MPOAYKTOB, PEKOMEHAOBaH
KYKYPY3HbIit KpaxmaAa — 30 1 yepe3 Kaxable 6 4 1 Ha HoYb. Ha oHe CTpororo cobAIOAEHNUS AMETHI MPUCTYMbI CTAAK pexe, T-

XKeCTb MPUCTYMNOB YMEHbLIMAACD.

KaroqeBbie cAOBa: KAMHWMYECKMI CAyydad, rankoreHos IX tuna, ren PHKAZ2.

Glycogenosis type IX in a 9-year-old child
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Since the age of 1 year, a child presented with hypoglycemic conditions accompanied by ketosis as well as periodic hyperglycemia,
for which reason he was hospitalized to the Pediatric Endocrinology Department of the Mirotvortsev Saratov Clinical Hospital.
At the hospital, the child underwent a comprehensive examination that excluded diseases such as hyperinsulinism and diabetes
mellitus. In the Laboratory of Hereditary Diseases of Metabolism of the Medical Genetics Research Center, a hemizygotic mutation
in the PHKAZ2 gene (glycogenosis type 1X) was detected. The mother was also detected with the heterozygous mutation ¢.226G>A
(p.E76K in the PHKAZ2 gene). Based on the results of the genetic examination of the child and mother, the patient was finally
diagnosed with glycogenosis type IX. The patient was put on an individualized protein diet avoiding edible sugar and fatty foods;
corn starch (30 g every 6 h and overnight) was recommended. Strict adherence to the diet resulted in less frequent seizures and

decreased severity of episodes.

Keywords: clinical case, glycogenosis type IX, PHKA2 gene.

B Hacrosiee BpeMst oTMedaeTcsi pocT 0osie3Hei 00-
MEeHa BelllecTB. boJbliryio TpyIiny 3aboj1eBaHU TIpem-
CTaBJISIIOT TIIMKOT€HO3bI, BKIIIOYAloIe 15 M3BECTHBIX
Ha JaHHBII MOMEHT THIOB. [ JTMKOTreHO3bI — IpyIiia J10-
CTAaTOYHO PEIKUX HACJICACTBEHHBIX 3a00JIeBaHUIA, CBSI-
3aHHBIX C AeDeKTaMU pa3IuIHbIX GEePMEHTOB, HEOOXO0-
JIUMMBIX JUISI CAHTE3a 1 pacnana IIMKoreHa. [ JIMKoreHo-
3bl BCTPEUAIOTCS B CPEIHEM C 4acTOoToi 1 ciaydail Ha
40 000—68 000 Hacenenms. ITporHo3 y Kaxmoro Buaa
[JIMKOT€HO3a CBOI: HEKOTOPBIE UMEIOT OJIAarONPUSITHOE
TeyeHue, U OOJIbHbIC MOXMBAIOT JO CTAPOCTH, APYTUe
3aKaHYMBAIOTCSI JIETAJIbHO B IETCKOM BO3pacTe.

Onmcanne ciryuas

MasibuuK BOepBble MOCTYMUI B TETCKOE SHAOKPU-
Honornaeckoe otnenaeHre Kb nm. C.P. MupoTtBopiieBa
Caparosa B utojie 2015 1. B Bo3pacte 7 JIeT ¢ kajobamu
Ha TIEPUOANYECKUE TIPUCTYMBI CIA00CTHU, MOTIUBOCTH,
TPEMOP, CYIOPOTH, COMPOBOXAAIOLINECS YyBCTBOM TO-
Jona.
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M3 aHamHe3a XXM3HU U3BECTHO, YTO PEOEHOK OT
3-i1 6epemeHHOCTU (l-g 3aKOHYMJIACh POXAECHUEM
3J0POBOIl I€BOYKU, 2-1 — MEAULMHCKUM abOPTOM),
MpoTeKaBlleil Ha (hoHe yrpo3bl pepbiBaHUs Ha 10-ii u
24-i1 Hepensax recro3a I u Il tpumectpoB. Poabl cpou-
HbI€ IyTeM KecapeBa ceueHUs1 Ha poHe 0OBUTUS IyITO-
BUHOM. JIninHa Tena npu poxneHuu 51 cM, macca 2900
r. C poxaeHus oTMeYaauch BBICOKME TEMIIbl pOCTa:
5—6 cM, mpubaBKM Macchl TeJia 2—2,5 KT eXXeMeCSIIHO.
Poct B 1 rox cocrasisii 82 cM, macca — 12 300 r. Ha-
CJIE€CTBEHHOCTb OTSITOLIEHA IO JMHUM MaTepu: y Je-
IYIIKY U €ro pOAHOro OpaTa, y NpadadylIKu ¢ paHHETo
JeTCTBA OTMEYaIUCh TUITONIMKEMUYECKME COCTOSTHMUSI.
V nenyuiku u poaHON cecTpbl 0aOyIIKM — caXapHbIi
nuadeT 2-ro TUmna.

VY pebeHka ¢ 1 roga oTMeYaIMCh MPUCTYIIbI CJ1a00-
CTU, MOTJIUBOCTHU, TPEMOP, CYIOPOTU, COMPOBOXIAB-
1IMecs YyBCTBOM Tosiofa (yalle Mmocjie HOYHOIO CHa u
nocje (pu3nyeckoit Harpy3Ku), KyrnupoBaBIIMeCs PpH-
€MOM JIETKOYCBOsIEMBIX YIieBoA0B. [1omoOHbIE COCTOSI-

[pobaembl sHAOKpHHOAOrMM 2017;63(2):139-142
Problems of Endocrinology 2017;63(2):139-142 139



KAMHWYECKI CAYHAN

HMSI CONPOBOXIAINCH KeTOHypHrel. PeOeHOK TpHKibl
o0cienoBascs B NMeAMaTPUYECKOM CTalllOHape Mo Me-
CTY XUTEJIbCTBA C IOJ03PEHUEM Ha amujerncuio. Jua-
THO3 OB UCKIIIOYEH. 3a 3 Mec 10 MOCTYIUIEHUS B IeT-
CKO€ DHAOKPUHOJIOTUYECKOE OTAEeIeHUE Y peOeHKa OT-
MeYaJIoCh TUITOIJIMKEMUYECKOe COCTOSTHHUE C IoTepeit
CO3HaHus — IMKemus coctapisiiaa 1,1 mmonb/i. Tle-
PUOIMYECKU OTMEYAINCh TTOBBIIIEHUS TTTMKEMUN, MaK-
CHUMaJIbHO 10 19,6 MMOJIb/J1. 1151 yTOYHEHUST IPUYMHbBI
HapylIeHUs] YIJeBOIHOro oOMeHa pebeHOK ObLT Ha-
MpaBjieH B JETCKOE SHIOKPUHOJIOTMYECKOE OTAeIeHUE
Kb um. C.P. MupoTBoplieBa.

IIpu noctymiaenuu: poct 138 cm, macca Tena 28 Kr,
WMT 14,2 xr/m2. SDS pocra 1,55. @usudeckoe pa3Bu-
THUE BblllIe cpeaHero (coorBeTcTByeT 10 romam) rapmo-
Hu4yHoe. KocTHO-MbIlIeyHass cuctemMa 6e3 0CoOOeHHO-
creit. MpllieuHas cuia goctatoyHast. KoxXHbie TOKpo-
Bbl YMCTbIe OJenHble. BuauMble CIM3UCTbIE PO30BOTO
uBera. JIpIxaHue B JIETKUX BE3UKYJISIPHOE, XPUIIBI He
BbICAyLIMBAlOTCs. TOHBI cepila SICHbIE PUTMUYHBIE.
KUBOT MITKMIA, JOCTYNEH [JTyOOKOM Majbnaiuu, 6e3-
00JIe3BHEHHBII BO BceX oTnenax. IleyeHb omnpenessieTcst
110 Kpato pedepHoit ayru. Pu3noJorudecKue OTIpanlie-
Hus 6e3 ocobeHHocTeli. HepBHO-TIcuxuyeckoe pa3BU-
THe: peOeHOK B CO3HAaHUM, OPUEHTUPOBAH BO BPEMEHU
1 MPOCTPAHCTBE, Ha BOIPOCHI OTBEYAET afleKBaTHO, pa3-
BMT I10 BO3pAcCTy.

3a BpeMsI TOCTIUTAIM3allMK Y MaJIbulKa MHOTOKpaT-
HO ObLIM 3a(pMKCHPOBAHbBI TUIONIMKEMUYECKUE COCTO-
SIHUSI C MUHUMAJIbHBIM YPOBHEM IJIUKEMUM 2,1 MMOJIb/JI.
ITpucTymbl TMIOTIMKEMUN COIIPOBOXKIATMCH KETO30M,
HEYKPOTHUMOU pBOTOM, TaxuKapaueit no 140 ya/MuH.

Jist MCKITIOYEeHUs] TUIEPUHCYJIMHU3MA peOCHKY
ObUla TpoBeleHa rojiogoBast TMpoda. MUHUMAabHBIN
YPOBEHb TJIMKEMUU COCTaBUJI 2,6 MMOJIb/J, TOJIOMHBIIM
npoMexXyTok — 12 4. B momeHT runornukemun MPU
0,8 MME/mn, C-nnentug 0,18 Hr/mit. Pe3yibrathl royo-
JIOBOI1 TIPOOBI, alleTOHEMMUYECKUEe COCTOSIHUSI Ha (hoHe
TMIIOTIMKEMUU TTO3BOJIMIM TIPEAIIONIOXUTh, YTO TUITO-
IJIMKEMUYECKUE COCTOSIHUSI HEe CBSI3aHbI ¢ TUIIEPUHCY-
nuHu3MoM. Takke y pebeHKa 3a rnepuoa HaOMIoAeHUS B
CTallMOHape TpeXKpaTHO ObLIU 3a(UKCUPOBAHbBI AMTU30-
JIbI TUTIEPIIIMKEMUU — MaKCUMaJIbHO 10 18,9 MMoJIb/JI,
OTMEUaJIoCh alleTOHEMMYECKOE COCTOSIHUE — MHOIO-
KpaTHasl pBOTa, alleTOHYpHUs. YPOBEHb caxapa KpOBU
CaMOCTOSITEJIbHO CHMXKAJICSI 10 HOPMOIJIMKeMUU 0e3
BBeleHUs MHCYIMHA. [J110Ko3ypust 3aMKCcHpoBaHa He
obuta. JIsg MCKIIOYeHUsI caxapHOro auadera peOeHKY
ObLI TIPOBENCH IEPOPabHBIA TIIOKO30TOJIEPAHTHBIN
TecT: mmkemust Hatoak 3,09 mmosns/a, UPU 2 MME /M,
C-nierrtun 0,45 Hr/min. Yepes 1 4: mukemust 4,77 MMOJIb/J,
WPU 33,2 MME/mi, C-nierttun 5 Hr/mit. Yepes 2 4: Tiinke-
must 5,28 mmones/n, UPU 39,6 MME/mn, C-nentun
5 Hr/mil. AHTUTEA K MHCYJIUHY, IJIyTaMaTaeKapOoKCH-
Jaze, OeTa-KJIeTKaM ITOKEIyIOYHOM KeJie3bl OTCYT-
cTtBoBaiM. OTCYTCTBUE TMIIEPIIMKEMUHU Ha (PoHE yrie-
BOJIHOI Harpy3ku, OTCYTCTBUE IJIIOKO3YpUHU, a TaKXKe
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OTpUIIATEbHBIIA TUTP ayTOAHTHUTEI TIO3BOJIVIIM Ha daH-
HOM 3Talle TMarHOCTUYECKOIo MOKMCKa MCKIIIOUYMUTh Ca-
XapHbIii nruadeT. Pe6eHOK ObLT BBHIITMCAH C TMAarHO30M:
HapylleHWe YIJIEBOAHOIO 0OMeHa, TUITOIIMKEMHUU He-
SICHOTO TeHe3a.

O06pa3zel; KpoBU pedeHKa ObLT HarpaBJieH B DHIOKPU-
HOJIOTMYECKUIA HaydyHbIi IEeHTP MOCKBBI, Iie TTpU MPOBe-
JICHUU TeHETMYECKOTrOo 00C/IeNOBaHMsI ObUIA BbISIBICHBI 2
retepo3urotHblie Mytaru: pE750Q(rs201996097) B reHe
RFEX6 w1 p.A3V (1s/146089816) B rene PTFIA.

[Taronoruyeckast 3HAaYMMOCTb MyTallMii HEU3BECT-
Ha, HO 00a reHa OTBeyaroT 3a paboTy OeTa-KJIETOK MOo/I-
JKEJTYIOYHOM XKeJIe3bl.

Yepes 6 Mec pedbeHOK ITOBTOPHO rocTynui B Kb nm.
C.P. MupoTBoplieBa B CBS3U € yYallleHUEeM TMIOTIUKe-
MMUYECKUX COCTOSIHUI. JJIsl yTOYHEHUsI AUarHo3a mpo-
ObI KPOBU U MOYU pebeHKa ObLIM OTIpaBieHbl B JIabo-
paTOpHIO HACJEACTBEHHBIX 00Jie3HEN OOMeHa BEIIECTB
Mockabl. [1pu uccnenoBaHUM OPraHUYECKUX KUCIOT U
KETOHOBBIX TeJ B Moue, TMC (aMMHOKMCIIOTHI, allu-
KapHUTHWHBI) TIOJyYeH OTPULATEbHBINA PE3YIbTaT.

Tem BpemeHeM y peOeHKa y4aCTUIMCh TPUCTYIIbI
runoraukeMuii (1o 2—3 pa3 B HelleJI10), COIMPOBOXKIAK0-
1recss HEYKpOTHMOI PBOTOM M KETOALIMI030M, 4aCTO C
rnorepeit cosHaHus. I[Ipy MOBTOPHOM CTAallMOHAPHOM
00CJIeIOBaHUU B JETCKOM 3HIOKPUHOJOTMYECKOM OT-
nenenun Kb um. C.P. MupoTBopleBa uepe3 moaroja
1ocJje IMOCAeIHe TocnuTaau3aluu y pedbeHKa ObLia
BbISIBJIEHA reraroMeranus (mpasas nojst 121 mwm, aeBast
78 MM), YPOBEHb TpaHCAMUHA3 IIPX 3TOM COOTBETCTBO-
BaJl HOpME.

PeGeHoxk ObL1 HampasiaeH B JlabopaTopulo Hacaea-
CTBEHHBIX 00Jie3Heit oomeHa BeriectB PIT'BHY «Menu-
KO-T€HETHYECKUII HAayYHBII LIEHTP», TAe IIPU IIPOBee-
HUM TEeHETHYECKOro aHajM3a METOJOM TapreHTHOTO
ceKBeHUpoBaHUs (mpoBedeH aHanu3 47 reHoB) ObLIa
BBISIBJIEHA TeMU3UroTHasl MyTalus B reHe PHKAZ2 (rnu-
koreHos IX tTuna). ¥ Matepu nauueHTa BbIsIBJIeHa MyTa-
mus ¢.226G>A(p.E76K) B rene PHKAZ2 B reTepO3UroT-
HOM COCTOSIHMM. Matb IpobaH/a SIBJISIETCS] HOCUTEIEM
MyTtauuu. [1o pe3yabTaTraM reéHeTUYeCKOro McciaeaoBa-
HMSI TIALIMEHTY ObLI BBICTAaBJIEH OKOHYATEJbHBIM AUa-
rHo3 — raukoreHos IX tuna. MonekysipHO-reHeThuYe-
CKO€ MCClIeIOBaHUE TPOBEIEHO B paMKaX IPOrpaMMbI
«Anbda-dHa0».

[Toce moydeHust pe3yIbTaToB MOJIEKYJISIPHO-TeHEe-
TUYECKOTO 00CIIeoBaHUs PeOEHOK HAaXOMWICS B DHIO-
KPUHOJIOTMYECKOM HayqYHOM IieHTpe MockBHI ¢ 13.12.16
no 19.12.16, rae mojyyan crenuajinu3upoBaHHOE Jieue-
Hue. [l onpeneneHus ajdbHERIIei IporpaMMbl Jieue-
HUSI PeOCHOK ObLI KOHCYJIBTUPOBAH CIIELAATUCTaMU
kUK OPTBYH «®UII nmutaHusg 1 OMOTEXHOJIOTUN».
Hasnauena wHAMBUIYyaJbHasl IIePCOHAIM3MPOBAHHAS
JIMeTa MPY IJIMKOI€HOBOI 00JIE3HU C MCKITIOUEHUEM ITH-
LIIEBOTO caxapa, XXKMPHbBIX POAYKTOB, BKJIIOUAIOIIas 3Ha-
YUTEJbHOE CofepXKaHue OeIka, pPeKOMEHI0BaH KYKypy3-
HbIIA Kpaxmain — 30 T yepe3 Kaxkable 6 4 1 Ha HOYb.
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Ha ¢oHe cTpororo coboaeHus AUeThl TPUCTYIIbI
CTaJIi pexe, TSKECTh IMIPUCTYIIOB YMEHBIINIACS.

OO0cyxaenune

I'mukorenos IX Tuna siBAsIeTCSI OAHUM U3 PEAKUX
3a0osieBaHUl oOMeHa BelllecTB. YacTtoTa BcTpeuaemo-
ctu 1:100 000 HaceneHUS.

I'mukoreno3 IX tuna (6one3Hb Xara) — Hacien-
CTBeHHOE 3a00JIeBaHUE, KOTOPOEe OOYCIOBICHO mIedu-
HuToM (pepMeHTa KMHa3bl Gochopuiasbl, y4acTBYIO-
mero B ooMeHe rmmkoreHa. @ochoknHaza cocTouT us 4
pa3HbIX CYObEAUHMUII, KaXIyl0 U3 KOTOPbIX KOAUPYIOT
pa3IMYHbIC TEHBI, pacIiojarampliuecss B pPa3IMIHBIX
XpOMOCOMaX M II0-pa3HOMY 3KCIIpeCCHUpYIOIInecs B
pa3mnuHbIX TKaHax: o (PHKA2), B (PHKAB), v
(PHKG2), d (PHKAI). CyobenMHAIIBI O ¥ [3 BBITIOTHSI-
10T PeryjasTopHble (PYHKLUUMU, Y — KaTATUTUUYECKYIO
dyHkuMIO, a 0 — QYHKUUIO CBA3bIBaHUSI MOoHOB Ca’t.
CyOobemuHUIIA O UMEET ABE N30(POPMBI — MBIIICYHYIO 1
MMEYCHOUHYIO, KOAMpPYeMbIe OBYMSI Pa3HBIMU T€HaMH,
pacrojararomumucs Ha X-xpomocome. ['eHbI, Komupy-
[OIMEe OCTaJbHBbIC CYOBCOIWHUIILI, HAXOMSTCS B ayToO-
COMHBIX XpoMocoMax. Mytaunmu B TeHax PHKA2,
PHKAB n PHKG?2 BBI3BIBAIOT TJIMKOTEHOBYIO 0OJIE3HB
IXa, IXb n IXc tTnmoB cootBercTBeHHO. Tum IXa (¢ 2
noaturmamMu — I[Xal, IXa2) nMmeer X-clemnaeHHBIIT Ba-
pUAHT HACJIEIOBAaHUS, TOTAA KaK OCTaJbHBIE — ayTo-
COMHO-PEILIECCUBHBIN.

CaMBIMM YaCTBIMM KIIMHUYECKUMU TIPOSIBJICHUSIMU
SIBJITIOTCS TeaTOMETaJIsI, 3aep:KKa pOCcTa K MOTOPHO-
0 pPa3BUTHUsI, TUIIOTOHMS, IIOBBIIICHWE AKTUBHOCTHU
TpaHcaMMHa3. BapmabGeabHOCTh KIMHUYECKUX ITPOSIB-
JICHUI 3aBHCUT OT XapaKTepa MyTallMu TeHa. B gacTHO-
CTH, IIpU 00cenoBaHUU 6 AeTeil C MOATBEPXKICHHBIM
IIMKOTeHO30M IX THma ObITH BBISIBICHBI pa3HBIC MyTa-
muu PHKA2 y xaxnoro u3 Hux. ['emaToMeraanio nMeIn
Bce 6 meTeit, 0eCCUMITTOMHBIE TUITOIJIMKEMUYECKHIE CO-
crosiHUsL — 2 U3 6, 3a7epKKa pocTa OTMeYauach y IBO-
UX, TUIEPAUIIMAEMUs BeTpeuaiach y 50% 60/bHbIX. Te-

CASE REPORT

YyeHue 3a00J1eBaHUsI ObLJIO OTHOCUTEIBHO YIOBICTBOPH -
TeJbHbIM [2]. OCHOBHBIMU MPUHLMMIAMU JEYSHUS T~
koreHosa IX Tumna sBasiercs cneuuduyeckas riMKore-
HOBasl AueTa, UCKJIIoYarolias MUIIeBOM caxap, BKJIloYa-
folasi OejoKcoaepKaiiue MpoaykKTsl (2,5 r Oejnka Ha
1 Xr Macchl TeJla B CyTKH), KyKYPY3HBIi Kpaxmall B Cy-
TouyHoit no3e 1,5—3 r/kr B 3 npuema [3, 4]. Ha done
JIeYeHUsI y MallMeHTOB, KaK IPaBUIO, OTMEYaeTCs Mo-
JIOXKWUTEJIbHAs TMHAMUKA B BUAE YJIy4IIeHUs OOIIEro
CaMOYYBCTBUSI, HOPMaJM3allid MBbIIIEYHOTO TOHYCA,
HOpMaJIM3allMd pa3MepoB NEeYeHU, IToKa3arTesel mneye-
HOYHBIX TpaHCaMMHAa3, KyMUPOBAHUS TUITOTJIUKEMUIA.
TeueHue 3a601eBaHMs y OOJBIIMHCTBA MALMEHTOB OJ1a-
TOIPUSITHOE, OJHAKO MMEIOTCS CJIydau TSKEJIOro Teue-
HMUSI C IPOSIBJICHUSIMU KET03a, IMPPO3a, TSKEIbIX TUIT0-
[JIMKEMUM U TIeYeHOYHOM HEJ0CTaTOYHOCTH.

3akAoueHue

TeueHue 3a00J1eBaHNS B OIIMCAHHOM CJIy4ae MOXHO
PACIIEHNUTh KaK TSLKEJIoe, TAOMIbHOE C YaCTBIMU THUTIO-
[INIMKEMUYECKUMU COCTOSTHUSIMU, TTOPOiIl COTTPOBOXKIA-
foleecsT moTepeil co3HaHMsI, cynoporamu. OcodbeHHO-
CTAMU TeUeHUs 3a00JIeBaHUS Y JAHHOTO IMallieHTa SIB-
JISIIOTCST Pa3BUTHUE TSKENBIX THITOTJTMKEMUYECKUX CO-
CTOSTHUI, KeTO3a, BEICOKIE TEMITBI POCTa, MIO3IHEe pa3-
BUTHE TeTaTOMETaIui, HOPMAaJIbHBIN YpOBEHb TpaHC-
aMmnHa3. BapmaOeTbHOCTh KIMHUYECKUX ITPOSBICHUI
KOpPpETUpYyeT C pa3INnIHBIM XapaKTepOM MYTallMi y T1a-
LIMCHTOB, BO3MOXHOW pa3IWYHOUM CTEIeHbIO TIeHe-
TPAHTHOCTHU TTOPaKaeMbIX T¢HOB, BEPOSITHBIM COYETa-
HHUEM C IPYTUMH MYTaIlASIMH.

JOITIOJTHUTE/IIbHASI UTHO®OPMALIU S

Coraacue nanpeHTa. 3aKOHHBI TTPEICTaBUTENb peOeHKa (MaTh)
naa 100pOBOJILHOE COTIacue Ha MyOIMKAINIO KIMHUIECKOTO CITydast
cBoero pedeHka B xkypHas «[1poGiemMbl SHIOKPUHOJIOTUU» B TTUCh-
MEHHOM BUJIE

KongumkT unTepecoB. ABTOPHI 3asBJISIIOT 00 OTCYTCTBUM KOH-
(bukTa UHTEPECOB.
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