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[MpeacrasneHo cyqacHi AaHi Woao 0co6anBOCTEN KNiHIYHOrO nepediry, AiarHOCTUKI Ta HYTPUTUBHOT NIATPUMKM NPU MiKOreHOBIn XBOPOO6i, a60 rMiKOreHosi,
1 TNy — opchaHHOr o iHBaNiAN3y0HOro 3aXBOPHOBAHHSA, B OCHOBI AKOTO NIEXUTb NOPYLLEHHS 06MIHY rMIKOreHy, L0 NPU3BOAMTbL A0 NOr0 HAKOMWYEHHS B NeYiH-
Ui, HUpKaX, KMLUEYHMKY Ta iHWMX OpraHax. 3BepTaeTbCsl yBara Ha akTyanbHiCTb Npo6nemu rikoreHosis B YKpaii y CBiTAI BiACYTHOCTI AepXKaBHUX NPOTOKONIB
NiKyBaHHA Ta peabinitauii nauieHTis aaHoi kareropii. MpuBeAEHO faHi OO0 PO3NOBCHOMKEHOCTI 3aXBOPHOBAHHA, NOr0 ETIONOrii, MexaHi3max PO3BUTKY Ta 3yMOB-
NIEHNX HUMW NaToi3ioNoriyHMX NOPYLIEHb Y Pi3HNX OpraHax Ta cucTeMax AUTAY0ro opraHiamy. KniHi4Ha KapTuHa po3rnsagaeTbCsi B 3aneXHOCTi Big Tuny
rnikoreHoBoi xBopo6u (la 4u Ib TMN), a TaKoX B 3anNeXHOCTI BiA BiKy ANTUHW, B sKoMy Bigbynacs MaHicpectauia natonorii. Mpuainsetbca ocobnnsa ysara
iNOrMiKeMiYHAM CTaHaM, 40 AKX CXWAbHI AiTW NepPLIOro POKY XWTTA Ta iX NOTEHUIAHO HECNPUATANBAM HACNifKaM AN NOoAanbLIoro (isu4HOro Ta HepBo-
BOMCUXIYHOTr0 PO3BUTKY AWUTWHU. HaBOAATLCA OCHOBHI acneKTW KNiHiYHOT Ta NabopaTOpHOI AiarHOCTUKM LAHOT0 3aXBOPIOBAHHA, a TakoX AucepeHLinHa
JiarHocTnKa 3 yciMa 3aXBOPIOBAHHAMM i3 CX0XOK CUMNTOMATMKOK. 0CO6MMBIA aKLEHT PO6UTLCA HA HYTPUTWBHIA NIATPUMUI NALiEHTIB 3 rMiKOreHOBO
XBOP060t0 TMNY 1, AK OCHOBHOMY METO JTiKyBaHHA, 3[aTHOMY He ULLE NOKPALLMTI AKICTb XKUTTA NALIEHTIB Ta 100 TPUBANICTb, ane i NPU3BECTM O NOBHO-
0 3BOPOTHOrO PO3BUTKY 3aXBOPIOBAHHS. HaBOAATLCA AKICHI Ta KiNbKiCHI XapakTepMUCTUKI paLioHy [iTeil 3 rikoreHoBoK XBopo6oto Tuny |, iioro 0co6amBoCTi
B 3aN1€XHOCTI Bif BiKY AUTUHN. MpnAINSeTbes yBara He06XiAHOCTI NPU3HAYEHHA MOANMIKOBAHOIO KyKYPYA3SHOT0 KPOXMaIo, HaBOAATLCSA pekoMeHaali Lo
pO3paxyHKy HeoOXiAHOT MOro KinbKOCTi Ta PEXWUMY 3aCTOCYBAHHA B 3aNEXHOCTI Bif BiKy AUTUHW. MOACHIOETHCA HEOOXIAHICTL 6E3MEPEPBHOr0 HiYHOM0 roAy-
BAHHA Y AiTell NepLIOro POKY XUTTA — MeTofy, L0 A0N0Marae YHUKHYTI BUHUKHEHHS TinOrnikeMiil Ta iX BaXXKWUX Hacnigkis. OKpim TOro, po3rnaganTbes peko-
MeHfauii WoAo cnocobiB KOHTPONK rNikeMii Ta naktatemii. Y cTaTTi TakoX HaBeAeHO 0CO6NMBOCTI HYTPUTUBHOI KOPEKLii Npu TakoMy NaTtonoriYHoMy BUsBI
3aXBOPIOBAHHS, K MOPYLUEHHS NiNigHOr0 06MiHY, @ TAKOX TaKWUX BifJaneHux Hacnifkax 3axBoptoBaHHS, K 0CTE0NOPo3 Ta nogarpa. Y KiHui cTaTTi HaBOAATb-
A peKoMeHAaauii 4iTAM 3 riKOreHo30M | TNy, BUKOHAHHA AKUX 3HAYHO CNPUAE NOKPALLEHHIO SKOCTi XMTTA LAHOT rpyni NauieHTiB.

Knto4oBi cnosa: aitn, rnikoreHosa x8opo6a, rikoreHo3, HyTPUTUBHA NiATPUMKA, OphaHHi 3aXBOPHOBAHHS.
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Modern scientific information about glycogen storage disease type | clinical course peculiarities, diagnostics and nutritive management is presented
in the article. Glycogen storage disease, or glycogenosis, is an orphan pathology reasoned by glycogen metabolism disorders and its deposition in liver,
kidney, intestines and other organs. A special attention is attracted to the glycogen storage diseases actuality in Ukraine caused by the absence of governmen-
tal guidelines for treatment and rehabilitation for the most types of the disease. Information about spreading of the disease, its etiology, mechanisms of the
development and related pathophysiological violations in different organs and systems of the child's organism is also presented. Clinical picture is described
dependently on the glycogen storage disease type (la or Ib ones) and the age of manifestation of symptoms. Attention is also attracted to hypoglycemic
conditions — typical complication for infants — and to their potentially unfavorable for further physical and psycho-neurological development sequels. Basic
aspects of clinical and additive laboratory and instrumental diagnostics and differential diagnostics with disorders accompanied by similar clinical features are
given in the article as well. A special attention is accented on nutrition of those patients with glycogen storage disease type | as a basic method of treatment
which may both improve quality of patients' life and its longevity and lead in complete resolution of pathological changes in organs and systems. In this part
of the article quantitative and qualitative characteristics of feeding ration and its age-dependent peculiarities of children sick with glycogenosis type | are given.
Attention is paid to the necessity of corn raw starch prescription, recommendations about calculation of its necessary quantity and regimen of use in different
ages are given. Necessity of uninterrupted night feedings in children of the first year of life — an important method of hypoglycemia and its severe complica-
tions prevention is explained. Moreover, recommendations of glycemia and lactatemia control are presented. Peculiarities of one of the typical for the disease
concomitant disorders as dyslipidemia and such prolonged consequences as osteoporosis and gout are discussed. At the end of the article recommendations
which can potentially contribute to the improvement of quality of life of children with glycogenosis type | are described.
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MukoreHoBasa 6one3Hb | TUNA: 0CO0EeHHOCTU KJIMHNYECKOro TeyeHud,
AUNarHOCTUKM U AUETOJIONrMYeCcKOom noaanep>Xxkm Ha CoBpeMeHHOM aTane
AA. lopo6ey', B.C. bepesenko?, I'.3. KosuHkeBny'

"HaumoHanbHbIN MeguUUHCKNA yHnBepcuTeT umenn A.A. boromonbua, r. Kues, YkpauHa

TY «/IHCTUTYT NeanaTpuu, akyLwepcTsa U ruHekonorun umenn akagemuka E.M. JlykosHosot HAMH YkpauHbi», 1. Knes

lMpeacTaBneHbl COBPEMEHHbIE JaHHbIE OTHOCUTENBHO 0COBEHHOCTEN KNMHNYECKOrO TEYEHMS, ANArHOCTIKM U ANETONOTNYECKON NOAAEPXKKIA NPN FNNKOreHOo-
BOW 60NE3HU, UK TAMKOreHo3e, 1 Tuma — ophaHHOro WHBAMAM3MPYIOLLEro 3a60/1eBaHNs, B OCHOBE KOTOPOrO NIEXNT HapyLUeHWe 06MeHa FaMKoreHa,
pesynsTaToM KOTOpOro ABASETCA ero HaKOMMEHWe B MeYeHN, NoYKax, KULEYHUKe 1 Apyrinx opraHax. AKLEHTUPYETCs BHUMaHWE Ha akTyarbHOCTI Npo6nembl
MNKOreHO30B B YKpauHe B CUiy OTCYTCTBUS FOCYAAPCTBEHHbIX NPOTOKOMOB NleYeHns 1 peabunutauun ans 60MblUMHCTBA TUNOB 3a60neBaHuns. MpuBeseHb!
JlaHHble KacaTenbHO pacnpoCTPaHEHHOCTY 3a60/16BaHNS, €0 3TUONOTM, MEXaHU3Max Pa3BUTIS 1 06YCNIOBNEHHbBIX 3TUMU MEXaHU3MaMM NaTou3nonornye-
CKUX HapyLUEHNAX B Pa3fiN4HbIX OpraHax 1 cuctemax AeTckoro opraHuama. KnuHuyeckas KapTHa paccMaTpyBaeTcs B 3aBUCUMOCTM OT TUNa MUKOreHOBON
6onesHn (la unu Ib Tvn), a Takxe B 3aBUCMMOCTM OT BO3PACTa, B KOTOPOM 3aboseBaHue MaHudecTuposano. Oco6oe BHUMaHWE YAeNseTcs runornmkemMnye-
CKIM COCTOSHWAM, K Pa3BUTUK) KOTOPbIX OCOGEHHO CKMOHHbI AETW MEPBOr0 rofa XXIU3HM, a TAKXKE UX MOTEHLMANBbHO HEONAronpusTHbIM ANS fanbHenLIero
(bn3n4eckoro 1 MCUXOHEBPONOrNYECKOr0 PasBUTUS NOCNEACTBUAM. B cTaTbe TakXKe MPUBOAATCSA OCHOBHbIE acneKTbl KMUHUYECKOW U NabopHO-UHCTPY-
MEHTaNIbHON AMArHOCTWKK, @ TaKXe NpefcTaBneHa AnddepeHumnanbHas A1narHocTuka ¢ 0CHOBHbIMI 3a601€BaHNUAMM CO CXOXEN KNNHUYECKON CUMNTOMATK-
Koi. OCHOBHOE BHUMaHWe YAeNSeTcs AMETONOrMYECKO NOAAEPKKE NALMEHTOB C MMMKOreHOBOI 60163Hb0 1 TMNA, KaK OCHOBHOMY METOZY Ne4eHms, cnoco6-
HOMY He TONbKO YNYYLLUNTb Ka4ecTBO U NPOAOIIKNTENBHOCTb XMW3HI NALMEHTOB, HO U CNOCOGCTBOBATL MOSIHOMY Pa3pELLEHN0 NaTONOTNYECKNX N3MEHEHNI
B OpraHax u cuctemax [eTCKOro opraHusma. B aTom pasfene ctartby NpefcTaBreHbl Ka4eCTBEHHbIE 1 KONMYECTBEHHbIE XapakTepUCTUKM paunoHa feTei
C FNUKOreHo30oM | Tuna, a TakXKe ero 0CO6EHHOCTM B COOTBETCTBUM C BO3PACTOM pebeHKa. YaensieTcs BHUMaHWe He06X0ANMOCTY MCMNONb30BaHMS CbIPOro KYKYy-
PY3HOr0 Kpaxmana, JanTcs pekoMeHAauun no OnpeaeneHnt0 He06X0ANMOro ero KOMnM4YecTBa U Pexumy HazHa4eHUs B PasHbIX BO3PACTHbIX KATEropusx.
06bACHAETCSH HEO6XOAUMOCTb HEMPEPbIBHbIX HOYHbIX KOPMAEHWIA, 6narofaps KOTOPbIM BO3MOXHO 136€XaTb Pa3BUTIS TUMNOMNUKEMIUN U TSXKENbIX ee nocnes-
CTBWIA. Kpome TOro, paccmMaTpuBaoTC peKoMeHAaunn 0THOCUTENbHO CNOCOB0B KOHTPONS FMUKEMIN 1 nakTaTeMun. B cTaTbe Takxe npuBeAeHbl 0CO6EHHOCTH
JVETONOrMYECKO KOPPEKLMM Npyu TakoM NaTofornyeckom nposiBieHn 3aboneBaHns, Kak HapyLleHue NUNUAHOTr0 06MeHa, a TakXe TakUX OTCPOYEHHbIX
NoCnefCTBUAX, KaK 0CTEONOPO3 U nojjarpa. B KoHLe cTaTbyi NPUBEEHbI PEKOMEHAALMN [ETSM C FMNKOreHO30M | TUNa, BHepeHMe KOTOPbIX 3HAYUTENBHO CMO-

COOGCTBYET YNYYLLIEHNIO Ka4€CTBA XWU3HWN AAHHOI rpynnbl NaLneHToB.

KnioyeBble cnoBa: feTy, rUKOreHoBas 60Ne3Hb, MUKOreHo3, ANeToNornyeckas noAfepkka, optarHble 3a60neBaHms.

rﬂiKOFeHOBa xBopoba (I'X), abo ruikoreHo3 —
3arajibHa Ha3Ba CHAJKOBHUX XBOPOO ByTJie-
BOZHOTO OOMiHY, 3yMOBJIEHMX HE€IOCTATHICTIO
abo gedexramMy aKTUBHOCTI (epMeHTiB, 110
6epyThb ydacTb y MeTabosiismi Tiikoreny. Sk Hac-
JIIOK, CIIOCTEPIra€TbCsl HAKOIMMYEHHSI T[JIIKOTeHY
B IT€YiHIT, HUPKAX, CEPIIEBOMY i CKeJIeTHUX M'd3aX,
a TAaKO’K PO3BUBAETHC TIIIOTJIIKeMisI Ta 1HIII Opy-
menng [1,2,4,9,24]. Ilomupenicts I'X y nutsa-
yiit momyJstii cranoBuTsh Big 1:68 000 mo 1:40 000
[1,2,4,24]. Haxaub, Hemae 06'ekTuBHOI iH(pOpMa-
il MO0 TOIMHUPEHOCTI 3aXBOPIOBAHHSI Ccepej
HacesieHHd Ykpainu. [J1ikoreHo3u € iHBaniin3yto-
YUMK 3aXBOPIOBAHHAMMU, SIKi €3 BUACHOTO HaJIeXK-
HOTO JIIKYyBaHHS IIBUJKO ITPOTPECYIOTb 1 IPU3-
BOJIATH IO IeKoMTIeHcatlil hyHKITil Pi3HUX OpraHiB
i cucrem Ta cMmeprti autunu. HasiTh 3a Haii-
CHPUATIUBININX TUIIB 3aXBOPIOBAHHS SKIiCTb
JKUTTS Takux maitiedTis ausbka [11,31]. Boamo-
yac 32 YMOBU HAJIEKHOI KOPEKIIil 3aXBOPIOBAHHSI
B 0araThboX BHIIAJKaX MOXKJIUBHUII 3BOPOTHUI
PO3BUTOK CHUMIITOMIB, II[0 CTAaBUTh MPOOJIEMY BUa-
CHOI JIIarHOCTUKM 1 aJileKBaTHOro JiikyBaHHS ['X
y PaHT aKTyaJbHUX MUTaHb MeaiaTpii.

Croroani B Ykpaini mpobjeMa [iarHocTUKHU it
JIIKyBaHHS TJTIKOTEHO31B € HAI3BUYAITHO TOCTPOTO.
[Te 3HaUHOIO MiPOIO MOB'sI3aHE 3 BiICYTHICTIO PO3-
poOJIEHNX TIPOTOKOJIB Ta PEKOMEHAALiil 1[0/0
Kypaitii giTeii aist GLIbIIOCTI TJIKOreHO3iB. Y Kpa-

iHaX, B AKUX JIiKyBaHH4 fiTeii 3 I'’X mpoBoasTh Bill-
MOBIJTHO 10 PO3POOJIEHUX AJTOPUTMIB, JKUTTS
naiieHTiB OinblI TpUBaje, a sSKICTh BHIIA.
Hasxannp, 3 namoi Touku 30py, B YKpaiHi 3Hady-
icTh 1pobJIeMH HeA0OIIHEeHa, HACTOPOKEHICTh
JIiKapiB HU3bKA, 10 3yMOBJTIOE TMi3HIO AIaTHOCTUKY
3axBOpioBaHHA. HaBiTh Ticad BCTAHOBIEHHSI
JiarHosy OiIbIIiCcTh MEAMYHKUX MPAI[iBHUKIB HEPO-
3yMIiIOTh, XTO KOHKPETHO TIOBUHEH CYyTTPOBOIXKYBa-
TU TAaKUX MAIIEHTIB, 1 HEe MAIOTh YiTKOI cTpaTerii
Kypaittii Takux miteii. Kpim Toro, OCHOBHUM METO-
JIOM JIiIKyBaHHSA HaUTIONIUPEHININX TUIIIB IJIKOTe-
HO3iB € TMPaBUJIBHO OPTaHi30BaHe XapuyyBaHHSI
MUTHHU, STKe A€ 3MOTY 3yITUHUTHU MTPOTPECYBAHHS
naroJsiorii i jocsartu criiikoi pemicii. Kpim Toro,
rpaMOTHUIT Tiaxiz ;o Kypartii aiteit 3 X mependa-
yae 3aJlydeHHs1 (DaxiBIiB PiI3HUX CIEIiabHOCTEIH.
Jluiie MyJbTUAMCHUIIIHADHUN TiAXiA AacTh
3MOTY JIOCATTA HAWKPAIUX Pe3yJibTaTiB JIiKyBaH-
HS TaKMUX TAI[i€HTIB.

Bizomo 6sm3bko 15 THIB rIiKOreHosis, mpoTe
Hattuactinte 3ycrpivatorecd I, 111, VI i IX tunm.
[nikoreno3 I Tumy € ayTOCOMHO-PEIMCUBHUM,
MMaH-eTHIYHUM 3aXBOPIOBAHHIM i3 TEHHOIO MyTa-
€10, BUSBJIEHOI0O B KaBKa3bKOro, a3laTCbKOro,
iCTIaHCHKOTO HaceJIeHHS Ta €BPeiB alllkeHasi.
PiBeHb MOMUPEHOCTI CTAaHOBUTH TMPUOIUIHO
1-40/100 000 i € mafiBUIMUM cepes TOMYJSILi
epeib amkenasi — 1/20 000 [17].I1aromnorist 3ymo-
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BJieHa /1eilIUTOM aKTUBHOCTI TJIIOK030-6-(ocda-
tasu (I'X Ia) aGo gedinuToM MiKPOCOMAJIbHOTO
TpaHcrnopty Oifika s TJII0K030-6-ocdary
(TX 16). T'moxoso-6-docdarasza (I'-6-D) € dep-
MEHTHOIO CHCTEMOT0, JIOKaJIi30BaHOIO Ha MeMOpaHi
€H/IOTJIA3MATUIHOTO PETUKYJIYMY, SIKa Pa3oM
3i cBoiM TpamncmoptepoMm (SLC37A4/G6PT)
(opMye KOMILIEKC, IO Bi/IMOBi/Ia€ 32 YTBOPEHHS
TJTIOKO3M TIJISTXOM KaTasisallii Kinimesoi ¢dasu ri-
KoreHoJidy i ruaokoneorenesy |[1,2,4]. I-6-D
€ KJIT0YOBUM (hepPMEHTOM PETYJIATII PiBHS TIiKeMil
(PT). Hedimur I'-6-D abo mporeinis ii Mmikpo-
COMaJIbHOTO TPAHCIOPTY HPUBOAUTH 10 HaJI-
JIUNTKOBOTO HAKOTWYEHHS TIIKOTEHY H KUY
B TIEUiHIl, HUPKaX i CJIM30Biil 060JIOHII KUIIIEYHM-
Ka. Y TakuX MaIli€HTIB CIIOCTEPITAETHCS IMUPOKUIA
CIIEKTp KJIHIYHUX TPOABIB, BKIIOYAIOUN Tela-
TOMeETaJIil0, TINOTJIKEMIil0, JIaKTaT-alliuJeMifo,
rimepaimizemiio, TiepypuKeMilo 1 3aTPUMKY
pocty. OcHoBHa cumntomaTuka rnpu I'X la nos's-
3aHa 3 TINOIVIIKeMiYHUMM CTaHaMU B PAHHbOMY
mutuHeTBi. [l marientis i3 I'X 16 xapakrepHiuMn
€ HENTPOTIeHis, TopyIleHHs (DYHKITIT HeHTpoiriB
i 3amasibHe 3aXBOPIOBAHHS KUIleYHuKa [2,5,22].

Mamnidecraris I'X [ 3aeskuth Bij BiKy IUTUHI
i MOKe BifOyTHCS K y HeOHAaTaJbHOMY TIepioi
y BUTJISII TIMOTJIKeMIl i JaKTaT-aluao3y, Tak i
y Bili 3—6 MicaIiB y BUIIsAAL reraromeratii i/abo
CUMIITOMIB TiTOTJIiKeMii Ta 3yMOBJEHUX HEIO
CYJIOM.

[liarHo3 (hopMy€eTbCS HA OCHOBi KJIIHIYHUX
CUMIITOMIB, crenndiyHoro moeaHaHHs Oioximiu-
HUX 3MiH, Pe3yJbTaTiB MOJIEKYJISIPHOTO T€HEeTHY-
HOro oOCTekeHHsT 1/ab0 (epMEeHTHOro aHamizy
6ionTaTiB MEYiHKH.

CumnTomMaTudHa TiMTOTJIIKEMisd MOKe BUHU-
KHYTH HEBJIOB31 IIiCJs HapOIKeHHS AUTHHH,
npore B 6ararbox BHUIAAKaX CUMIITOMH TIiIIOTJIiKe-
Mil BiZICYTHI, JOKW AWTWHA BXKUBAE MOCTATHIN
BMicT riroko3u. Kot iuTnHa nepecrae icTv BHOY1
abo TIOPYIIYETHCS 3BUYANHWIT PUTM TOMYBaHb 3i
301/bITEHHSIM MTPOMIKKIB MijK BJKUBAHHSIM TKi TIpH
CYTYTHIX 3aXBOPIOBAHHSAX, BUHUKAIOTh CUMIITOMH
rinorikemii. ¥ paHHbOMY Billi PiBeHDb TJTIOKO3HU
(PT) mozxe 3amM3uTHCA 10 2,2 MMOJIb/J1 IPOTSATOM
3—4 Ton, TOMY TPUBAJIIT MTPOMIKKH MiXK TOTyBaH-
HAMHU MOKYTB CIIPOBOKYBATH TSKKY TiMIOTJIIKEMilo
3 JlaKTaT-allileMi€io 1 MeTaOOJiUYHUM alluI030M
[4,5,19,24]. IToripu Te, 110 TSLKKICTH TiOTIiKeMid-
HUX €Ii30/1iB 3MEHIIYETbCS 3 BIKOM, BiJICYTHICTh
aZleKBaTHOI Tepamii TMPU3BOAWTH [0 3HAYHOTO
nopyuieHust (pisMIHOTO PO3BUTKY, 3aTPUMKHU
nybepraty i 6araThboX iHIIUX HECTPHUSTIUBUX
HACJIIKIB, IKMM MOYKHA 3arTOOITTH IIJIAXOM 3a0e3-

MEYEHHsT HaJIeKHOrO MeTaboJIiYHOrO KOHTPOJIIO
3 paHHIX POKIiB JXKUTTS marienTa [4,32]. Y mooxn-
HOKUX BUNaJKax 3HMKeHHs PI' e nmomipHuM i He
MPOSIBJISIETHCS KIIHIYHO B mAuTsadomy Biri. IIpm
1IbOMY 3aXBOPIOBAHHS BIIEpIle JiaTHOCTYETHCSI
B JIOPOCJIOMY Billi, KOJU BUSBJSIOTHCS aJ[€HOMU
nevyinkm i rinepypukemis [1,4,6,7,24]. ¥V Ttaxnx
MAIIEHTIB MOXKe BUHUKHYTH TaxillHOe, 3yMOBJIEHE
JIAKTAT-alnI030M, IO CUMYJIOE TPOSBU ITHEB-
MOHIT [24]. ¥V medkux BUNAJKaX 3aXBOPIOBAHHS
JIarHOCTYETHCS, KOJU, BUSABUBIIM 3011blIEHUN
y pO3Mipax JKUBIT, JiKap IPU3HAYAE YIbTPA3BYKO-
By aiarHoctuky (Y3/l) opraniB yepeBHOI OPOK-
nran. Y 3-3mian mevinku mpu ['X [, IX 111 geaxnx
iHIIMX XBOpPOOAX HAKOIMMYEHHS OJHAKOBI, IIPOTE
CymnyTHs HedpoMerasist i TUIIOBI GioXimMiuHi 3MiHI
€ xmogoBumu B miarnoctuiii I'X I [1,4,9,24].

[lutuna, sika He OTpUMYyBaJa JiKyBaHHS, 3a3BU-
Yyail Ma€ HU3bKUH BIITOBIJIHO /10 BiKY 3PiCT, OKPY-
riie («JISJIbKOBe» ) 00 MY UsT 3 BUPA3HUMMU I[OKAMHU,
MO0 Harajye BUTJAA Tipu cunaApomi Kymmara.
Bona BificTae y isnunoMy it MOTOPHOMY PO3BUT-
ky. KoraiTuBai ¢yHKIIi1 Bi/IOBIAI0TH BiKYy J10TH,
JTIOKH He 3'IBJIATHCS HACTIAKT YPpasKeHHs TKAaHUHT
TOJIOBHOTO MO3KY, 3YMOBJIEH] PEIUIUBHUMU TillO-
TTIKEMIYHUME CTaHaMM.

Cuain 3aznaunt, mo rnpu I'X I renaromeraltist
3 BIKOM 3MEHINYETHCS, & YACTOTA PO3BUTKY a/[EHOM
MeYiHKK 301JIBbIIYEThCS, EPEPOCTAIOUN B AESKUX
MAIliEHTIB Yy TenaToleJIpHyY KaplIUuHOMY
(T'TLK) [8,9,24].

I'X T acoriiioBana 3 reMOparivHUMU 3aXBOPIO-
BaHHSIMM, TTOB'I3aHUMU 3 TOPYIIIEHOTO (PYHKITI€I0
TpoMbonuTie i/abo ix gedexramu, MoAiOHUMU
0 Takux 1mpu xBopoOi BimmeGpanpa. Okpim
TOTO, y IUX XBOPUX YaCTO BUABJISAETHCS CsaHe-
Mist, 0c06JINBO B 0Cib 3 ajieHoMaMu edinku [24],
a Takox medinmut BitTaminy D. Y maiienTin
i3 I'X 1 sHmkeHa KicTKOBa Maca, caMe TOMY
B HUX IABUIIEHUN PU3UK PO3BUTKY OCTEOTIOPO-
3y 1, K HACTI/IOK, TIepesiomiB [27].

[Tpo6s1eMOI0 JKIHOK PEIpopLyKTUBHOIO BIKY 3
I'X T mosxe 6ytu menoparis. OkpiM TOro, B [iB-
JaTOK BiKOM Bijfl 4 poOKiB 3aiKCOBAHO BUITAJIKU
CUHJIPOMY TIOJIIKICTO3HUX SE€YHUKIB, MPOTE I1e
He BigoOpakanocs Ha ix ¢epruabnocti [21].
[HIIUM TATONOTIYHUM TPOSIBOM 3aXBOPIOBAHHS
€ JereHena rimeprensisg. CupoBaTKa KPOBi HEJIKO-
BaHUX XBOPHUX YacTO KaJaMyTHa ab0 <«MOJIOYHa»
3 Ha/I3BUYAIHO BUCOKOIO KOHIIEHTPAII€EI0 TPUTJIi-
IIepU/IiB i TOMipHO BUCOKOIO KOHIIEHTPAIli€o ¢oc-
(omimiziB, xoJsiecTepuny, JIMOMPOTEINIB HU3BKOI
MITBHOCTI i HU3BKUM BMICTOM JIITOTIPOTEimiB
BUCOKOI IMibHOCTI. PaHHIN aTepockaepo3 i3

ISSN 2663-7553 Modern pediatrics. Ukraine 3(107)/2020 69



Yntamte Hac Ha canTe: http://med-expert.com.ua

PU3UKOM iIIEMIYHOTO 1HCYJbTY € MNOTEHIIiHO
MOKJIMBUM TT3HIM YCKJIQTHEHHSIM 3aXBOPIOBAHHS.
¥ nesxux naii€eHTiB i3 BUpa3HOIO TinepJinijieMieio
(0cO6JMBO TSIFKKOIO TIEPCUCTYIOUOIO TillepTpu-
rainepugemieio 01,000 mr/mn) 3pocrae pusuk
PO3BUTKY TOCTPOro INaHKpeaTUTy. Y I[alli€eHTiB
i3 I'X nepeBaxuo Tuiry [6 3HAYHO 36iIbITYETHCS
PU3UK PO3BUTKY KPOHOIOAIOHOTO €HTEPOKOJITY
[10,21,24,25].

CXUJIBHICTD /10 KPOBOTEY MaHiecTye y BUTJIsI-
Jli TTOBTOPHUX HOCOBUX KPOBOTEY y MOJIOJNIOMY
Billi, 3BMIHIOIOUMCH TIOMiPHUMH KPOBOTEIAMU TTiCIIS
BUjlasieHHst 3y0iB abo IHIIMX ONEpaTUBHUX BTPY-
YaHb | MEHOPATIHl y cTapnioMy Billi. Y ITUX XBOPUX
BHIIKYETHCSI 3aTHICTh TPOMOOIMTIB 0 ajresii
Ta arperaiii, sIKi € BTOPUHHUMM TOPYILIEHHSIMU
i MOXYTh MaTH 3BOPOTHUH PO3BUTOK IiCJA HOP-
Mautizaliii MmerabosiiuHoro mpodiso [4,24].

binpmricts mamientiB i3 X I matots Hedpo-
MeTaJiiio, Mo Jerko BU3HauvaeThcsa Ha Y 3/1.
Y HemiKOBaHWX XBOPUX PO3BUBAETHCS TOPY-
MeHHS MPOKCUMATBHOTO BiI/IITy KaHAJIBIIIB, 10
MIPOSIBASIETHCS TIIOKO3ypicto, docdarypicio,
TiTToOKaJiEMi€lo, TeHepaJi30BaHOIO aMiHOAIlN-
nypiewo [1,4,24,28]. TIpokcumanbia TyOy/IsipHa
IUChYHKINSA € IiaKOM 000pPOTHOI 3a YMOBHU
HOpMastizaiii MetabosiuHoro mpodiao. Y mes-
KUX TAaIi€HTIB PO3BUBAETbCA alnuaudirais
NUCTATbHUX KAHAJBI[IB, acollilloBaHa 3 TiIOIN-
TpaTypi€lo i TinmepkaJbIliypi€io, CTBOPIOIOYH
mepeymMoBu /10 (opmyBaHHS HebPOKAIBIIH-
HO3Y i ypoaitiady. B okpeMux Bumaakax MOKJIN-
BUMH € TinepdinabTpailiss 3 MikpoaabOyMiHypi-
€10, 2 TAKOXX PO3BUTOK TSKKOI HIPKOBOI HEO-
CTATHOCTI 3 MPOTEIHYPi€l0, TillepTeH3i€, 3HU-
JKEeHHAM KJIpeHCY KpeaTHHiHY, 3YMOBJIEHUM
(pokasIbPHUM CErMEHTAPHUM TJIOMEPYJIOCKJIEPO-
30M Ta inTepcTuniaabuuM ¢ibposom. ITamienTn
3 TMTOCTIMHO BUCOKUMU PiBHAMU JIAKTATY, JilTiIiB
i Ce4oBOI KMCJOTHU B CUPOBATII MAalOTh BUCOKUIT
pU3UK Po3BUTKY Hedponarii [4,24,28].

JlaboparopHi 3minu, Tumosi mas I'X 1, BKiio-
YaloTh TINOrJgikeMmilo, JakTaT-allu/i03, Tinep-
ypukemiio, rineprpuriinepuaemito i, mpu I'X 16,
HeliTporeHio (mepcuctyody abo IHUKJIIYHY)
[1,14,22,24,28]. TaxkicTb OCTaHHBOI Bapiloe
BiJT JIETKOI JI0 TSKKOI 3 TOBHUM arpaHyJOIUTO30M
1 aCOIIETbCA 3 YaCTUMU IHTEPKYPEHTHUMU
3axXBOpIOBaHHAME (GaKTepiaTbHUMU T1HMEKIIAMI
POTOBOI TOPOXKHUHY, BKJIIOYAIOYA CTOMATUT,
TIHTIBIT, MapajoHTHUT, 3aMaJbHUMHU 3aXBOPIO-
BaHHAMU KHIIEYHUKA) Ta MiABUIIEHOIO YaCTOTOIO
ayTOIMYHHOI MaToJoril MmMUTONmOAIOHOI 3a7I031
i rinorupeoinusmy [5,10,24]. [lns BUKJIIOUEHHS

IHIIUX TPUYKUH TilOrJiKeMil BUKOPUCTOBYIOTh
TeCT 31 CTUMYJAIEIO TA0KaroHoM. Takwit TecT
MPOBOJSATh JIUIIE TiJil PeTeJbHUM HarJs10M
JIKapiB, OCKIJIbKK BiH MOKe BUKJIMKATH MeTabo-
Jiunuii anuao3 y namientis i3 I'X 1. 3a pesysibra-
TaMu IbOTO TecTy AJs mnaiieHti i3 I'X xapak-
TepHUM € 3HauHe IJABUIIEHHSI JaKTaTy y KPOBi
i BigcyTHicTh 3MiH ab0 He3HAYHE IIiBUIIEHHS
TJTIOKO3U KPOBi [24].

bBiomcito mediHKM 4YacTo MPU3HAYAIOTH JJIST
nudepeHIiiaol AiaTHOCTUKA Pi3HOMaHITHUX
npuunH remnatomeranii [1,4,9]. Ilpote mpm
BUCOKIHl BiporijHocTi aiarHo3y I'’X Hemae notpe-
6w B Takiil [iarHOCTUYHII TpoIeaypi, OCKITbKI
CBOTOJIHI JOCTYIHI TeHEeTUYHI TeCTu [IJd
niATBepKeHHst aiarody [24]. ¥ 6iabumocti
BUINAJKIB IOCHIJKEeHHs OionraTy IeY4iHKN
JIa€ 3MOTY BCTAaHOBUTHU TPABUJILHUI iaTHO3,
ajie HoTO pe3yabTaTH 3aJeKaTh Bifl JOTPUMAHHI
METOAMKU JAocimxkenns oionrary [24,30]. Ticto-
JIOTIYHEe [OCJI/KeHHI 3a3BU4Yail Jomomarae
nedepentioBatu I'X 1 Big inmux I'X, 1mo nepe-
6iraloTh 3 ypaK€HHSIM IEeYiHKH, i BUSIBJISIE
30iJblIeH] B pO3Mipax relmaTolUTH 3a PaXyHOK
PiBHOMIPHO PO3TO/iJIEHUX BKJIOYEHb TJIIKOTEHY
it sxupy. KigbkicTh ruikoreny moske OyTH HOP-
MaJIbHOIO ab0 He3HauHo 36ijbirenoto. JlimigmHi
BaKyoJi BeJiuKi 1 umcesnbHi. KiiniuHi anasnisu
MATBEPIKYIOTh 3arajibHy (epMeHTHY aKTHUB-
HicTh [-6-D-a3m y 3paskax TKAHWUHU TE€YiHKU.
Hopwmanbhe 3HaYeHHS 1bOTO MOKAa3HWKA CTAHO-
Buth 3,50+0,8 mmouab/xB/T. Y OiabiiocTi
maiienTiB i3 I'X Ia mokasnuk (epMmeHTaTUBHOI
akTuBHOCTI cranoBuTh <10% Bix Hopmu. Busna-
yeHHst akTuBHOCTI [-6-@D Tpanciaokasu y cBixo-
3aMOPOKEHNX 3Pa3KaX TKAHWHU MEUYiHKHU € MPO-
6JIeMaTHYHUM i He 3aCTOCOBYETHCS B [IIaTHOCTH-
i I'X 16 [9,24].

[l miaTBEpIKEeHHS IaTHO3Y TaKOK 3aCTOCO-
BYIOTb MOJIEKYJISIDHO-T€HETUYHEe AOCTiKeHHSI
3 TOBHUM TeHeTMUYHUM cekBeHyBaHHAM G6PC
(TX Ia) i SLC37A4 (I'X 16) [14,19,24]. 3a po3Bu-
tok I'X I myranii G6PC Bignosinaiots y 80%
BunazikiB, a myraiii SLC37A4 — y 20% [17,24].
Amnaniz MyTailiil € IepuouYeproBUM KPOKOM Y pasi
migo3pu Ha I'X I. 3azBruaii cmoyaTky BUKOHYIOTH
noBHe cekBenyBanHd G6PC (y pasi BizcyTHOCTI
HeHlTpormenii). 3a MOXKJIUBOCTI, [iaTHOCTUKY
JIOIIOBHIOIOTD AOCKeHHAM akTuBHOCTI [-6-MD-a3n
B 3aMOPOKEHOMY 3pas3Ky Oiomrary IediHKM;
3HUKEHHS (PePMEHTHOI aKTUBHOCTI MiATBEPIKYE
miarno3 I'X I

[udepentitiny miarnoctuky I'X 1 maBemeno B
tabsmii 1 [24].
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Tabnuys 1
AudepeHuiiiHa giarHocTUKa rMikoreHoBoi xBopoou | Tuny
3axBoploBaHHA CumnTomum, nogioHi go X | CumnTomu, BigMmiHHI Big MX |
rxo linornikemis HaTLle BigcyTHicTb renatomeranii
(nediumnt MocTnpaHgjansHa rinepriikemis
rNiKOreHCUHTeTas3u) MocTnpaHpianbHa rinepanaxiHemis
MocTnpangianebHa rinepnakraremis
KeTo3 HaTle
rXin lenatomeranis MeHLU BMpasHa rinornikemis
inornikemis HaTLle BinbLU BYpa3HMiA KeTo3
lnepTpaHcamiHasemis BigcyTHicTb rinepnakrartemii
lnepninigemis BiacyTHicTb rinepypukemii
binbL Brcoka rineptpaHcamiHasemis (nokasuukm AJTT, ACT >500 Og/n)
YpaxeHHs cepLieBoro Ta CKerneTH!X M'A3iB i3 NiBuLLEHHAM KpeaTuHkiHaaw npu MXH llla
rXiv [enaTomeranis BigcyTHiCTb BUpa3Hoi rinornikemii o cTagiji neyiHkoBoi AekoMneHcadii
lnepTpaHcamiHasemis MNigeueHHs MT
linoanbbyMiHeMis
[MopoBXeHHs!
NPOTPOMGIHOBOrO Yacy
rXvi lenaTomeranis linornikemis BUKIKOYHO HaTLLe
linornikemis HaTLLe linornikemis 3aBxau acouinosaHa 3 rinepkeTo3oM
lnepTpaHcamiHasemis HopmonakTatemis, enisognyHo nocTnpaHAianbHa rinepnakraremis
lnepninigemis
XIX [enaTomeranis linornikemis MeHLL TSXKa, 3a3BM4ar nyLLe HaTLLe i acouinoBaHa 3 rinepkeTo3omM
linornikemia HaTLle HopmonakTaremis
lnepTpaHcamiHazemis MocTnpaHgianbHuin MeTabonivHuiA aumaos (pigko)
linepninigemis DiBp0o3 NeyiHKW, SKNUIA MOXeE PO3BUHYTUCA B LPO3 (PiaKo)
MpokcvmanbHa Ty6ynspHa
OVCAYHKLIS HUPOK
(X-34enneHa opma)
XXI lenatomeranis MocTnpaHgiansHa rinepriikemis
(cunppom lnepTpaHcamiHasemis XpoHiuHa piapes (3ymoBneHa Manbabcop6Lieto ByrneBozis)
DaHKOHI— linornikemis HaTLLe 3 keTo3oM | nodocdaTeMiqHuin paxit
Bikens) Intoko3ypis HuabKmMi 3picT
MpoTeinypis
Ddocdartypis
leHeparnizoBaHa amiHoaumaypis
MopylexHs lenatomeranis linornikemist nicns TpMBanuxX NPOMIXKIB MiX NpuitomMamm ixi
rNIOKOHeorexHe3y linornikemis HaTLLe (Hi4He ronoayBanHs) i nif Yac 3axBOpOBaHb
lnepnakTatemis
linepypukemis
lnepTpaHcamiHasemis
MepBuHHe ypaxeHHs | [enatomeranis BigcyTHicTb rinornikemii
neviHku (aediunt lnepTpaHcamiHazemis BigcyTHicTb rinepnakrataumgemii
0-1-aHTUTPUNCUHY,
renaTuT ToLO)
IHwWi XxBOPOOM [enaTomeranis Finornikemist HaTLLe HeTUMNOBA
HaKOMUYeHHs CnneHomeranis XapakTepHi 3MiHV KNiTUH 3i cneumdivHnMM 4N KOXHOrO i3 3aXBOPIOBaHb Aeno3vtamm
(HimanHa—Mika, 3aTpumka B pocCTi YpaxeHHs! iHLLMX opraHis i cuctem
lowe ToLw0) linepninigemis HesHayHa cnneHomeranis
BpopaxeHa Henepe- [enaTomeranis P0o3BUTOK CMNTOMIB, MOB'A3aHWIA 3 BXMBaHHAM (PPYKTO3M i iX 3HUKHEHHS Micns
HocumicTb ¢pykTo3un | inepTpaHcamiHasemis BUKITIO4EHHS! (DPYKTO30-BMICHWX NMPOAYKTIB i3 pavioHy

JlikyBaHHsI i ciocrepeskeHHsI

[nikoreHoBa XBOpo6Ga € MyJIbTHCHCTEMHIM TIOPY-
MIEHHSM, 110 TOTPeOY€E MYJIbTHANCIIUILIIHAPHOTO
MXOMY 13 3aJy4eHHSIM CHEIiasIicTiB TeHeTUIHOTO,
€H/IOKPUHOJIOTIYHOTO, TeNaTOJIOTIYHOTO, HYTPHUIIEB-
TUIHOTO, He(DPOJIOTITHOTO, TEMATOJIOTITHOTO, KapIio-
JIOTTYHOTO MPOMITIB /1T KOPEKITi BUSIBICHUX TIOPY-
1ieHb. Y pasi HeoOXiJHOCTI TpaHCILIAHTALIl TeYiHKN
ab0 HUPOK JI0 KOMaH/M KOHCYJIbTAHTIB TAKOK 3aJTy-
YafoTh TpaHcIanTosoris [2,8,24]. Yci 3amigHi cre-
IMiaJTiCTH TIOBWHHI YiTKO YCBIZIOMJTIOBATH MEXaHi3MHI
PO3BUTKY 3aXBOPIOBaHHSI, MO0 PisHOOIYHI IIPOSIBH,
a TaKOK BIUIMB TATOJIOTII HA TICUXOJOTIYHUN Ta
eMOIIIHUI CTaH TAIli€HTA 1 YJIeHiB HOTO POIUHU.

TacTpoeHTepOJIOTiYHI /HY TPUITIOTIOTTYHI ACTIEKTH.
Jledbext I'-6-MD-a3u i TpaHCcIOKa3W 3HAYHO BILTH-
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Ba€ Ha HYTPUTHUBHUHI cTaTyc xBopux i3 ['X L
Hyrputusha miarpumka marientis i3 I'X Ia i 16
omHakoBa, ipore xBopi 3 I'X 16 MoKy Th OTpeby-
BaTU JIOZATKOBOTO HYTPUIEBTUYHOTO BTPYYAHHS,
MOB'SI3aHOTO 3 HaCJIKaMU HEUTPOIleHii, TaKuMu
K KpoHonoaiouuii earepokoir [1,4,9,10,25].
Kypanisi HeMOBJST i JiTeil paHHbOTO BIKY.
lNmorsmikemiss — TOPYIIEHHS, O BUSBISETHCS
nepmuM 1ipu I'X I — BU3Havae yci actekTn Xxapuy-
BaHHS I peKUMY HEMOBJIAT 1 IiTell paHHBOTO BiKY
(y piaxicnnx Bumazakax I'X I y miteit crapmioro
BiKy i jopocsiux Moxe rmepebiratu 6e3 rimoriike-
mii). Kpurnano Bask/amBo, 06 TepBUHHA HYTPH-
THBHA OIliHKa OyJia PO3TOPHYTOIO 1 BKJIIOYA/IA HE
JIVTIE JOKYMEHTYBAHHSI CHOXWBAaHHSA iXi, aje
11 omuC XapaKTepy CHY, CUMIITOMIB TiMOTJiKeMil,
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Tabnuys 2
MoTpe6a nauieHTiB i3 rMikoreHoBo XBOPO6OI0
| TMNY B OCHOBHUX Xap4YOBUX HYTPIEHTaX
Ta eHeprii 3a51eXHO Bif, BiKy

Bik, poku

0
XH 11-13 | 1a-17 | © A6
7-10 Kan.
XA X4

Binkw,r | 64 | 82 | 98 | 114|104 | 124 | 108 | 17

Mupu,r | 28 | 36 | 43 | 50 | 46 | 55 | 48 17

Byrne-
BOMM, T 248 | 317 | 378 | 443 | 402 | 483 | 419 | 66

Enepre-
TUYHA
LiHHICTb,
KKan

1540 | 1971 | 2351 | 2749|2502 | 3000 | 2607 | 100

peXUMY TOAYBaHH:, Noka3HukiB PI, racTpoinTe-
CTUHAJBHUX PO3JIAJIIB, a TAKOXK 1H(OPMAITITO MO0
JIOIATKOBOTO BKUBAHHSI BITAMIHHUX 1 MiHepasb-
HUX KoMmiuiekciB. PI y HemiarHocToBaHuMX abo
MTOTAHO BiJIKOPErOBaHUX BUIIQJIKAX MOKE OIyCKa-
tiea <3,9 MMOJIb/JT HaBiTh TCJAS HETPUBAJIOTO
MTPOMIKKY MiK BXKUBaHHAM 1Ki (<3—4 ron). [Ticaa
BCTAHOBJIEHHST [[iarHO3y 1 MPU3HAUYEHHS HYTPU-
TUBHOI MIATPUMKHN BKpail HEOOXITHUM € peTesibHe
monitopyBauus PI' Ta iHmux sgabopaTopHUX
Hi moTpebu 3MiHIOIOThCs. Be3 perysisipHoro MoHi-
TOPYBAHHS aCUMIITOMAaTUYHO HU3bKuil PI ipusso-
JIATH JI0 3aTPUMKH PO3BUTKY Ta POCTY, CyOOIITH-
MaJIbHOTO MeTaboJIiuHOro KoHTpoJo. HeobxigHo
miarpumysaru PI' #e mente 3,9 MMouib/ 11 i 3amo0i-
ratu piskuMm ioro kosmBanusm [1,2,4,9,20,24].
IToBTOpHa rinorjikemis TPU3BOAUTH 10 JaK-
TaT-aluao03y, TermaTroMeraii, TimepTPUrIiIepue-
Mii, TinepypuKeMii Ta 3aTPUMKHU PO3BUTKY B JiTeil
MOJIOANIOTO BiKy. Tomy yHUKaHHS TPUBATNX
MTPOMIXKKIB MizK BJKUBAHHSM 1K1 € TI€PIIOYePrOBUM
3aBranuaM JikyBanus giteir 3 I'X 1. [l mpodi-
JIAKTUKW PO3BUTKY TIMOTJIKEMIil 3aCTOCOBYIOTH
YacTi TOAYBAHHSI HEBEJIUKUMHU MOPIISIMHU 1XKi
3 BUCOKAM BMICTOM KOMILIEKCHUX (CKJIQJHUX)
BYIJIEBO/IIB (IIepeBakHO OaraTux Ha KJIITKOBHUHY),
PIBHOMiPHO PO3TIOIJIEHUX MTPOTSATOM 24 TOJI.
Jlo6oBwuii posmozia HyTpientiB (tabu. 2) mae
O6ytu Takum: Byriaesoaun — 60-70% moGoBoro
kamopaxy, 6imkn — 10-15%, kupu — pernra
Kasopiit (y miteil BikoMm BiJ 2 POKiB 000B'I3KOBO
mae 6ytu <30% no6oBoro kamopaxy) [2]. Yuacii-
nok gedinuty I-6-D dpyxrosza i ramakroza me
MeTaboMi3yI0Thest 10 TII0K030-6-bocdary, 1o
MPU3BOAUTH JI0 MOPYIIeHb 0OMiHy pedoBuH. Cho-
TO/IHI HEMAE OIHOCTAITHOI [LyMKH 11010 HEOOXiIHOCTI
0OMeKEeHHS TMX JIBOX I[YKPIiB y XapuyBaHHi IUTH-
Hu, 1mpote caxaposy (riaioko3y i ¢pykrTosy)

i sakrosy (ramakTosy i TUIIOKO3y) B OiibIIoCTi
BUIAJIKIB Bce K OOMEXYIOTh a00 BHKJIIOYAIOTh
i3 pamiony (tabs. 3, 4). Y pasi BUKJIIOYEHHS 1[UX
I[YKPiB IUTHHA T030aBISIETHCS BaKINBUX JIKEPEJT
MiHepasiB i MiKpoeseMeHTiB, TOMy HeoOXinHa
JIOJIATKOBA CYIIJIEMEHTAIliS /IJId YHUKHEHHS jiedi-
NUTHUX cTaHiB [2,21].

JluTrHa paHHBOTO BiKy Ma€ OTPUMYBATH BiJIbHI
BiJl I[yKPY cO€Bi ab0 Bi/IbHI Bijl caxaposu, HpyKTO-
3, JIAKTO3M cyMilni Koxkui 2—3 roxa. Ak Tinbku
JMTHHA TIOYMHAE CIIaTH J0BIIe 3—4 T0j1, He0OXiIHO
a6o OyauTw ii KoxHI 3—4 o/ 111 BusHaueHHst PT
i rogyBanHs, aG0 BUKOPUCTOBYBATH HiYHE 30HI0BE
roxysants (H3T) [1,16,24]. BpaxoByoun Hebe3-
MeYHi JJI JKUATTST PUBUKU TSHKKOL TiMOTJIIKeMil
(cymomu, HeOOGOPOTHE TIOMIKOIKEHHS MO3KY
i HABITH CMepTb), CJIiJl HABYMTU OATHKIB AUTUHU
a6o auTrHY (CTapIIoro BiKy) IpaBUiaM BBEICHHS
HazoracTpasbHOro 30HAY ab60 G-30HIY (BCTaHO-
BJIIOETHCST XIPYPriyHUM IIISXOM i 3abesrnedye
MMepMaHEHTHUM JIOCTYT, MO BKpall BaKJIWUBO I
BYACHOTO BBEJICHHS 13Ki 1 yCYHEHHS TiMOTJIiKeMil ).

Cupuii kykypyassgauit kpoxmaiab (CKK) Buko-
PUCTOBYIOTh JAJIS JIIKYBaHHS TillOTJIiKeMii y XBO-
pux Ha ['X I giteit 3 mouatky 1980-x pokis [2,12].
YuidikoBannx pexkoMeHAAIl CTOCOBHO BiKy
nouatky BBesienHss CKK nemae. Haituacriie BBo-
1116 CKK y partion autunu Mix 6 1 12 micangmu
xutTs. Ileperpasmosanns CKK BigOyBaeTbes 3a
y4acTi amijiadu, KiJIbKicTh sIKOT MOXKe OyTH Helo-
CTAaTHBOIO /10 2 POKIB KUTTS, TOMY MOYNHAIOTH
BeoauTr CKK i3 MiHiMa/IbHOI KiJIBKOCTI 3 HACTYII-
HUM MOCTYTIOBUM ii 36ibinentsM. Ile 3abesneuye
noginmenns ToxepantHocTi g0 CKK. Taxi
no6iuni epektu CKK, six MeTeopusM, 31y TTs i [ia-
pes, 3a3BMYail CaMOCTIHHO 3HUKAIOTh IPOTSITOM
2 TUKHIB. Y 6araThoX BUIAJKaxX /sl YCYHEHHS
no6iuanx edexris CKK 3actocoByoTh mipemnaparu
MmaHKkpeaTUyHuX (epMeHTiB, MpoTe iX PyTUHHE
BUKOpHUCTaHHS He partioHanbHe. CKK posmernito-
€THCST JIy’Ke TOBLIBbHO, 3abesmneuyioun crabiabHe
i TOCTYTIOBE HA/IXO/IPKEHHS TIIIOKO3U B KPOBOHOCHE
pyciyio, MATPUMYIOUM TaKUM YWHOM CTajauil
PTI" mpotsirom tpuBasioro dacy [ 1,4,13,15,24,26].

3arajnpHo pekoMeHpoBaHa Kijabkicth CKK
ctaHoBuTh 1,6 T/Kr ifeabHOI Macu TiJla KOXKHI
3—4 ron puis mgiTeit Mmostozmioro Biky i 1,7-2,5 r/xr
KOKHi 4—5 rox (inkoau 6 Tof) IS CTapIINX JiTel,
MUTITKIB 1 topocanx. HesanesxHo Bif camornovyT-
TS AUTUHU ITPOBOJATH PEryJIsIipHUN KOHTPOJib PI'
st 3abesnedeHHst cTabiIbHOTO MeTaboiYHOTO
koHTpoJito [13]. PekoMeHy0Th BUKOPHUCTOBYBa-
i CKK oj10r0 i TOro camoro BUpoOHMKa, a 3aMi-
ny (3a morpe6bu) CKK Ha mpogyKT iHIIOro BUPOO-
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HUKA TIPOBOJSATH TIiji KOHTPOJIEM HYTPHUIiOJoTa
i pereabHOTO MOHITOPUHTY PT.

CKK MoxHa 3MilryBaTv 3 BIJIBHUMH Bij
caxaposH, (ppyKTo3u i JJaKTo3U (POPMYJIaMU, BiJb-
HUMU BiJl IIYKPY COEBUMH (hOPMYJTIaMH, BiIbHUMHU
Bil I[yKpY HaIostMu i/ab0 BOOIO.

B imeam ximpkicte CKK 3BakyioTh Ha Barax
1 Jiniiie 3a BiZICYyTHOCTI TaKOI MOKJIMBOCTI — BUMi-
pofoTh ctojoBuMH JoxkKamu. Kimpkicte CKK
B OJHIN CTOJIOBIi JIOXKIII NPUOJU3HO CTAHOBUTH
8 1. 3azBuuait CKK posBomsaTs Tak: 1 r Ha 2—3 M
PiAMHY, TIPOTE IS KIJIBKICTh MOKe OyTH GiIbIIo0
3aJIe’KHO BiJl 1HAWUBIAYAJbHUX TOJEPAHTHOCTI
Ta Bo06atb. TaKoK AOTYCKAOTh PO3BEACHHS 3 T
y 10 vt pizunn. Kifbkicts pigua 361IbITYIOTH 32
HAgBHOCTI TaCTPOIHTECTUHAJIbHUX CHUMIITOMIB.
[Ipy 1mbOMy peTesbHO CTeXKaTh 32 YaCOBUMU
CATHAJIAaMU JIJISI  YHEMOJKJIMBJIEHHSI TIPOIYCKY
3actocyBanag CKK. bartbkam pexomeHayioTh
MPOKUIATHCS 110 Yep3i, 00 YHUKHYTH JenpUBaIlii
CHY 3 HACTYITHUM TPOITYCKOM TOYBaHHSA [24].

MouitopyBauusi PT ¢ HeoOXigHum st
aJIeKBAaTHOTO KOHTPOJIIO 3aXBOproBaHHs [4,13,24].
Yacri BusHauerns PT 000B'13K0Bi 1151 IEpBUHHO-
o NPU3HAYEHHS MIETOJIOTIYHUX PEKOMEeHIAIliil
i HACTYITHOTO 3a1ObiTaHHs PO3BUTKY TilTOTJIiKeMil.
Pesynapratn monitopunry PI noxkyMeHTYIOTDH
repesi KOKHUM Bi3UTOM IO JIKaps /IS PeryJio-
panng BBegeHnsa CKK, mietn ta H3I. /leranpro
3anucyioTh vac, PI, BKuBaHHSA ycCiX IPOJYKTiB,
CKK i namoiB, ¢isnyHuX HaBaHTaKeHb MTPOTSITOM
2—3 nuiB 10 Bi3uTYy 710 JiiKapst. Y pasi 3MiHU 1031
CKK, Busnauaiors PI yepes 4 rom, a magami —
3 TOAMHHUMU I1HTEpPBAJaMH [ BCTAaHOBJICHHS
yacy, 3a skuil BBemeHa no3a CKK mnpuseze
mo PI' >3)9 mmons/n. Yactuit monitopunr PT
TAKOX TPOBOMATH y BUMAAKY 3MIHU IOJEHHOI
aKTUBHOCTI, NIKIJIBHOTO PO3KJAMy, a TaKOX
TIPU 3aXBOPIOBAHHSX.

MomiTopuHr piBHSI JaKTaTEMily KPOBi 32 /10110~
MOTOIO TIOPTATUBHOTO JIAKTAT-METPY MO3Ke J0TTOB-
HUTH TJIIOKOMETPii0, 0COOIMBO Mijl Yac 3aXBOPIO-
BaHb IUTHHM, TPU IIBOMY 3al00ira€ rocTpomy
MOTIPIIEHHIO CTaHy, rociitasisarii i/abo curHasi-
3y€ PO HeoOXiAHICTh HEBIAKIAJHUX 3aXOJiB.
3acTtocyBaHHS JIAKTaT-MeTPY € OiJIbIIT BUIIPaB/a-
aum npu X Ia, nix npu I'X 16 [24].

[lle oauum iHCTpyMeHTOM KOHTpoJso PT
€ cuctema TpuBangoro Mouitopuury PI, gaky
PYTUHHO 3aCTOCOBYIOTbY MAI[I€HTIB i3 IIyKPOBUM
miaberom [3,24]. TIpobeMoio € 3MEHTIEeHHST 4iTKOCTi
BU3HAUEHHS HU3bKUX PiBHIB TJIIOKO3M KPOBI,
Yy 3B'43Ky 3 UMM MOJKHA <«IIPOILYCTUTU» TillOTJIi-
KeMifo (IO, 3a JAaHUMU OJHOTO 3 HOCTiIKEHb,

craHoBUTH 6J13bK0 20% ycix Bunakis). Cucrema
MOsKe OyTH KOPHCHOIO Y BU3HAYE€HHI aCUMIITOMA-
TUYHUX TinorJiikemiit [3,23,24].

[Ipu PI'<3 mMomb/51 TPU3HAYAIOTD JIIKYBaHHS
rimormikemii. Cumnromamu rimoriikemii  €:
Jietaprisi, M's130Ba €J1a0KiCTh, HYI0Ta, 3aHEITOKOEH-
Hd, TpemMop, moToBuaiienusa. Ilpore B mesakux
BUIIaJIKaX MOKe He OyTH CUMIITOMIB rinmorikeMii,
TTOKW PiBeHb TJiKeMii He CsATHe BKpall HU3BKUX
3HaueHb. JIikyBaHHS Trinorjikemii MPoOBOAATH
y nBaetanu. Criepiy BisHoo0Th PI' 3a fomomo-
TOI0 BBENEHHS MMBUAKUX [XKEpes TII0KO3’
(posunn 20% rmioko3u). Hamami autuni gaoTth
gerkuii mepekyc a6o CKK mns miarpumanus
Hanexxnoro PI'. Vi nmamientn 3 I'X 1 moBunHi
Hocutu Gpacjer i3 BiamosizHowo ingopmaliiero,
OCKIJIbKM BYaCHa HEBIJKJajHa JOIIOMOra € JKUT-
TEBO BaKJIMBOIO /I HUX. SIKIIO emi30/1u rinoriike-
Mii TTOBTOPIOIOTHCSI, HEOOXITHO BUSIBUTH TPUYHHY i,
3a neoOxizHocri, neperssiny i 103y CKK [31].

V negxnx Bumaakax O6aTbKM A 3amo0iranHs
rinmormikeMii TEpPerofIOBYIOTh MAiTel, a Iie MOKe
MMPU3BECTU O HAJJIMIIKOBOI Baru 1 HaBITb
M0 TIiABUIIEHOTO HAKOMUYEHHS TJIKOTEHY,
dKe 3 4acoM CIIPUYMHAIE TilepiHCyJiHeMilo Ta
incyainopesucTenTHicTh. Hagmipae crioxxuBanns
CKK a6o BkuBaHHsI HOr0 OJM3HKO 10 TPUHOMY
’Ki MO’Ke 3HU3UTH alleTUT Mijyac OCTaHHbBOTO,
3MEHIYIOUYN HAJXOKEHHS HYTPIEHTIB 1 cHpu-
YUHSIOYN HYTpUTUBHUM nAedinut. OkpiM TOTO,
MEePEeroIOBYBaHHsT MOKe TIOTIHOIIOBATH JIaKTaT-
aIlua03 i MOTiPIYBATU FAaCTPOIHTECTUHAIBHI CUM-
nromu [1,24,29].

BaxkmuBo perynsipHo Bu3HA4YaTH 3piCT, Macy
TiJIa, CIIIBBIIHOIIEHHS Maca/3picT, iHIEKC MacHu
Tizla i 0OBiJ TOJMIOBU B maiieHTiB i3 ['X. 3MiHu
napameTpiB (hisMYHOrO PO3BUTKY MOKYTh BKa3y-
BaTU Ha HEJIOCTATHI MeTaboJiYHUI KOHTPOJIb.
Ao micasa TeperssAmy MiETH, PEKUMY 3acTO-
cypagHa CKK i H3I mapamerpu ¢ismunoro
PO3BUTKY HE TOJINIIYIOTHCS, AUTUHY HAIPaBJIs-
I0Th Ha KOHCYJIBTAITIIO JI0 €HJOKPUHOJIOTA.

ITi3ni yckaagnennd ta Hacmiaku I'X I tumy

[Tamientn 3 I'X [ MatoTh pU3UK PO3BUTKY OCTe-
o1oposy. AzeKkBaTHHIT MeTaboJiYHUN KOHTPOJIb
i3 moBHUM 3abe3nedyeHHAM HOTped y MakKpo-
1 MIKDOHYTpPI€HTAaX JJa€ 3MOTY YHUKHYTH BTPATHU
abo 3menIeHHs KicTkoBoI Macu. OG0B I3KOBUMEI
3aco6aM¥ KOHTPOJIIO € JIEHCUTOMETPisi Ta BU3HA-
yenns pisug 25-OH D.

IToparpa — mi3He yckJaJHEHHS 3aXBOPIOBAHHS.
[loTpuMaHHg AIETUYHUX PEKOMEHJAIlil Ta aje-
KBaTHUI MeTabOJiuHUN KOHTPOJIb MOXKYTh 3aI10-

ISSN 2663-7553 Modern pediatrics. Ukraine 3(107)/2020 73



Yntamte Hac Ha canTe: http://med-expert.com.ua

Tabnuys 3
PekomeHp0OBaHi NPoAyKTH Ta CTPaBY B PaLLioHi NaLieHTiB
i3 rnikoreHoBOI0 XBOPOGOIO | TUNY

Tabnuys 4
3abopoHeHi NpoayKTH | CTPaBM B paLlioHi NauieHTiB
i3 rnikoreHoBolo xBopo6oio | Tuny

Mpyna ) Mpopyktn lpyna ) |
NpPOAYKTIB NPoAyKTiB

MonouyHi He 6inbLuUe ofHiei nopuii Ha AeHb: MonouHi Moposuso

BUPOGYU 1 nopuist HU3bKOT XXMPHOCTI MOSoKa BUPOGM Conogki vorypTu
(coeBoro 4m MUrganbHoro) Conopgke MOOKO
1 nopuist HU3bKOI XMPHOCTI NOTYypTY 6€3 LyKpy Kpynu Kpynu 3 fogaBaHHsIM pyKTiB abo LyKpy
45 1 TBEPAIOrO CUPY Xni6o6ynouHi | Xni6 i3 poaauHKamu

Kpynu PisHomaHiTHi, 6€3 fofaBaHHs LyKpy BUPO6M Madpinm

Xni6o6GynouHi | Binuii NLIEHNHUIA a6o XUTHIA XNi6 Cornoiki 6ynoqkm Ta Bunivka

BMPOGYU Kpekepu, Maua Badpri
BicksiTy Kpoxmanb Bynb-aKi npoayKT™1 3 Kpoxmanem

Kpoxmans KopuuHesui i 6inuit puc i3 A0AaBaHHAM LyKpy
MakapoHn (6axaHo 3 TBepANX COpTiB Barar
niieHuL) OBoui Byab-ki 3 fogaBaHHAM LyKpy, MOSIOKa, cupy
MornKopH KyKypyasa, ropox, Mopkaa
TapTunbs Tomart

_ binakapronna DpyKTH Vi HLLT CBIXI, KOHCEpBOBaHi, Cyxi (PpyKTH

OBoui Yci HeKpoXManucTi 0BONi, BKIIOHAKHM cnapxy, Maco Cy6npoaykT
Karnycty, LnuHar, Kaba4ok, Lunbynto, 3eneHi 2KupHi coptn M'sica
606m, piny, 3eneHb MpUroToBneHi 3 AOAABAHHAM

DOpyKTK JInmoH, nanm, aBokago XMpY M'ICHI CTpaeu

M'aco lNicHe nTalwuHe, anosuye, CBUHAYE, pub'aye Bobu/ropixs | Yci 3 [oAaBaHHAM LyKpy

Bobw/ropixu | Yci 6061 Ta ropixv Cynu BepLLKOBI Kpem-Cynu

Cyrm Yci cynu Ha GynbioHi, 38apeHoMy Ha upu TpaHCXNPK, HACKHEH XIpi
[I03BONEHNX M'ACi, Kpyrax 1 oBoYax KOKOCOBe Macno

Kvpu KykypyassHa, pancosa, finsHa, rapby3osa, CyMiLLi ons eHTepanbHOro xap4yBaHHs,
COoeBa Ooflii Ta COyCM Ha X OCHOBI 36arayeHi cepeHbONaHLOrOBUMU

ConopoLii 3aMiHHVKK LYKpY, CyKpanosa, AeKcTpo3a Tpurniuepraamm
100% KyKypyO3sHUiA Ta pUCOBUIA CUPONn Conogouj Yei iHWi LyKpw, LyKepKu, cvponu, 36aradeHui
BesuyKpoBi Xxene Ta nyauHrm PPYKTO3010 KYKYPYA3SAHWIA crupon, Mef,
Llykepkun Ha OCHOBI AeKCTPO3u mensca, Cop6iTosN, TPOCTUHHUIA LIyKOp, COKU

6irTH BHCOKUM PIBHSIM CE€YOBOI KHCJIOTH Y KPOBI,
3arpo3JIUBUM MIOZI0 PO3BUTKY mozxarpu. llartien-
TaM, CXUJIBHUM /10 HAIaJ(iB MO/IarpH, PEKOMEH/IY-
I0Th BIIMIOBIIHY JI€TY 1 TPU3HAYAIOTH aJIOITyPUHOJ
(i3 peTeslbHUM MOHITOPUHTOM #Oro MoGIYHMX
peakIiiii y BUIVIAJI CUHAPOMY TillepyyTJIUBOCTI
it cuagpomy CriBenca—/l»koncona).

Inuii gierosioriybi acekT

Y nedxux marieHTiB, IONMPU peTebHe TOTPHU-
MaHH4 JIETOJIOTIYHUX PEKOMEeHIallil, criocrepira-
€TbCS TIEPCUCTYBAHHS TIBUTIIEHNX PIBHIB TPUTJIi-
1epUIiB 1 XoJecTepuHy. X04a HACTIIKY TilepJIiti-
nemii ipu I'X 1 BuBYanucst MPOTATOM TPUBAJIOTO
yacy, Joci He BHpoOJieHA €IMHA CTpaTeris 010
IIPOTHO3YBAHHSA i JIIKYBaHHS Mi3HIX 11 HACTI/IKIB.
BuBuammcs HyTpuieBTHUYHI Ta MeIUKaMEHTO3HI
aCIeKTU BIJIUBY, BKJIIOUAIOUH JIOCTIIKEHHS Xap-
YOBUX BOJIOKOH, CTaTHHIB, HiallMHy i pu0'ssyoro
sxkupy. Ha chorofHi MpooBKyETbCS AOCTIIKEHHS
BIJIUBY CEPEHbOJIAHIIOTOBUX TPUIJIIIEPUIIB HA
3HUKEHHS PIBHIB XOJIECTEPUHY 1 TPUTIIIEPHUIiB
y KpoBi. Bugasieno edextuBHicTh BiTaMiny E
Yy 3HIDKEHHI 4acTOTH iH(EKI[IHHNX 3aXBOPIOBAHDb

i 36iabienHi KisbKoOCTi HEUTPODINIB y MAIieHTiB
i3 IX 16 [9,24].

VY HuKdyeHaBeAeHUX TabJIMISIX HaBelIeHo iH(op-
Malfifo o0 pekoMeHgoBaHuX (Tabu. 2) Ta 3a00-
porenux (tabs. 3) HMPOAYKTIB Yy paiioHi AWTHHN
3 I'X I, a Takos 111010 oTped MAIi€HTIB B OCHOBHUX
XapuoOBUX HYTPIEHTAX Ta €HEPTil 3aJe’KHO BiJl BiKy
(Tabum. 4).

Pexomennarii qutuni 3 'X 1 [1,2,9,24]:

1. TIpoBemeHHs BCiX HEOOXIAHMX BaKIMHAIIN
BiITIOBIZIHO 710 AiI0YOTO KajeHmaapst mpoiTakTud-
HUX I[EeIJIEHb.

2. YHUKHEHHS 3aCTOCYBaHHS MEIUKAMEHTIB,
SIKI MOKYTh CIIPOBOKYBaTH rinorstikemiio. O60B's13-
KOBE O3HAMOMJIEHHS 3 I1HCTPYKIIEI 10 HOBOTO
MEIMYHOTO TIPeTapaTy, 3aCTOCOBYBAHOTO YIIEPIIIE.

3. JlozoBani i3nuHi HaBaHTaKEHHS BiAIOBiI-
HO /IO BiKYy, TIpOTe TPOeCiitHuTl CIIOPT Ta y4acThb y
CIIOPTUBHUX 3MaraHHsX IIPOTHUIIOKa3aHi uyepe3
PU3UK YpaKEHHS MMeYiHKU.

4. PetenpHa peryssipHa TirieHa pOTOBOI TIOPOSK-
HUHW Ta PEryJISIPHUN MOHITOPUHT 3/0POB'si 3y0iB
JUTUHA.
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5. Y pasi iHTepKypeHTHUX 3aXBOPIOBaHb —
rOCITITATI3aIlisT 3 TOBHUM OOCTEKEHHSAM [TUTHHH.

6. O60B'a3K0Ba HasgBHICTH B AuTHHU (200 uJIe-
HiB ii poaunm) mpu cobi <«aBapiiHOTO JKCTa»
3 ycieo HeoOXiAHOI0 iH(OpMAIEn MoA0 HeBil-
KJIQJHOI JOIIOMOTH 1 rocIritasisaliii, a TAKOK HasB-
HICTh alTeYKH.

7. Hociuust Gpacsiery 3 Heo6xinHOI0 iHGOpMa-
€0 79 BYACHOTO CTOBIMEHHS Ta HaJaHHS
HEBIIKJIQIHOL JOIIOMOTH.

3Bakaioun Ha Te, o0 I'X HaJeXKUTh 10 PiaKic-
HUX CIHAJKOBUX 3aXBOPIOBaHb, IO BUKJIOYAE
MOJKJIMBICTh TIPOBE/IEHHSI BEJMKUX KOTOPTHUX
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29" World Conference on

Clinical Pediatrics

October 05-06, 2020 London, UK

After the grand success of Clinical pediatric 2019, it's our vast pleasure and honor to ask you all to the
29" World Conference on Clinical pediatric, scheduled at London, U.K during October 05—06, 2020. The themes
of the conference is «Enlightening the Advancements and Exploring the New Horizons in Pediatrics»

This is a wonderful chance for the delegates from Universities and Institutes to act with the globe category
Scientists. The intending participants will ensure their participation by registering for the Clinical pediatric 2020
conference at the side of your colleagues.

This Conference will provide a forum for the exchange of ideas and views by leading scientists as well as busi-
ness leaders and investors in this exciting field. Outstanding keynote speakers and well-known leading scientists
and experts from around the globe will be expected to share their knowledge at this Pediatric Conference.

In addition to usual Oral displays and talks by world illustrious invited speakers, we are going to be providing
workshops, interactive sessions, and active workshops still as symposiums.

Join us at London, U.K to share your expert knowledge with the global platform of the Pediatrics Community.

Why to attend?

Clinical pediatric conference 2020 is a world platform that is about to debate the recent approaches and chal-
lenges two-faced in relevant to kid health care and medicine.

Pediatric conference is by design about to promote information within the entire medical Associate in Nursing
life sciences with an activity to analyze and work. It would be an ideal venue for the urban Center to share and
develop knowledge on key tools. The conduct displays distribute data, meet with current and potential scientists,
build a splash with new drug developments, and receive name recognition at the prestigious Pediatric events.

Special Sessions

In addition to the above topics included in the tracks, 29" World conference on Clinical Pediatrics 2020 will
host a number of special sessions, focusing in more depth. If you don't find any topic related to your research &
you are interested in hosting a special session, please contact us at clinicalpediatric@meetingsnexpo.com

More information: https://clinicalpediatric.pediatricsconferences.com/
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