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[MpencrasneHo cyqacHi faHi Woao 0co6nnBOCTEN KNiHIYHOrO nepe6iry, AiarHOCTUKM Ta HYTPUTUBHOI NILTPUMKN NPW FNiKOreHoBin xBopo6i, abo rikoreHosi,
1 TNy — 0pchaHHOro iHBanNiAN3yK4oro 3aXBOPIOBAHHSA, B OCHOBI SKOT0 IEXMTb MOPYLLEHHS 06MiHY rNiKOreHy, Lo NPU3BOANTL 40 OO0 HAKONUYEHHS B NEYiH-
Ui, HUpKAX, KULIEYHMKY Ta iHWMX OpraHax. 3BepTaeTbCs yBara Ha akTyasnbHiCTb NPo61emMu rikoreHo3iB B YKpaiHi y CBIiTNi BiACYTHOCTI AepXKaBHWUX NPOTOKONIB
NiKyBaHHA Ta peabinitauii nauieHTis gaHoi kareropii. MpuBeAeHO faHi O[O0 PO3NOBCHOIKEHOCTI 3aXBOPHOBAHHSA, NOr0 ETIONOri, MexaHi3Max PO3BUTKY Ta 3yMOB-
NEHNX HUMU NaToqi3ioNoriYHNX NopyLUeHb Y Pi3HUX OpraHax Ta CUCTeMax AUTA4Oro opraHismy. KniHiyHa kapTuHa po3rnsfacTbCs B 3aNeXHOCTI Bif TUny
rnikoreHoBoi xBopo6u (la 4n Ib TMM), a TakoX B 3aNeXHOCTI Bif BiKy AWUTUHW, B AKOMY Bigbynacs MaHichectauis natonorii. Mpuainaetbcs oco6nusa yeara
rinornikeMi4YHUM CTaHam, [O AKUX CXWIbHI AiTW NEPLIOro POKY XWUTTA Ta iX NOTEHLUINHO HECNPUATAUBUM HAcnifkaMm AN nofanblioro (isuyHoOro Ta HepBo-
BOMCUXIYHOTO PO3BUTKY AUTUHW. HaBOAATLCA OCHOBHI acnekT KNiHiYHOi Ta NabopaToOpHOI AiarHOCTUKN [AHOr0 3aXBOPIOBAHHSA, a TakOX AMepeHuiiiHa
JiarHocTuka 3 ycima 3axBOPIOBAHHAMM i3 CXOXKOK CMMNTOMATUKOW0. OCOBANBUIA AKLEHT POOUTLCA HA HYTPUTUBHIN MiATPUMUI NALEHTIB 3 MMiKOreHOBOK
XBOp060t0 TUMY 1, K OCHOBHOMY METOAI NiKyBaHHA, 3AAaTHOMY He NULLE NOKPALLUTI SKICTb XXUTTS NALiEHTIB Ta HOr0 TPUBANICTb, ane W NPU3BECTN [0 NOBHO-
ro 3BOPOTHOrO PO3BUTKY 3aXBOPOBaHHS. HaBOAATLCA AKICHI Ta KiNbKiCHI XapakTepucTUKI paLioHy AiTer 3 rikoreHoBOK XBOPo6OK Tuny |, oro 0co6amBoCTi
B 3aN1EXXHOCTI Bif BiKY AUTUHW. NpnainsaeTses ysara He06XiHOCTI NPU3HAYEHHS MOANIKOBAHOM0 KYKYPYA3SAHOr0 KPOXMarko, HaBOAATLCH PeKOMeHaLlii oo
PO3paxyHKy HeoOXiAHOT MOro KiNbKOCTi Ta PeXUMy 3aCTOCYBAHHS B 3aNeXHOCTI Bif BiKY AUTUHW. TTOACHIOETLCA HEOOXIAHICTb 6e3MepepBHOr0 HIYHOTO rody-
BAHHA Y AiTeli NepLIoro poKy XMTTS — MeTOfY, L0 A0N0Marae yHUKHYTI BUHWKHEHHS Finornikemiii Ta ix BaKkux Hacnigkis. OKpim TOro, po3rnsfatoTbcs peko-
MeHJaLii WOoA0 Cnoco6iB KOHTPONIO rMiKeMii Ta nakTatemii. Y cTaTTi TakoX HaBefeHO 0CO6MBOCTI HYTPUTUBHOT KOPEKLi Npy TakoMy naTosioriYyHoMy BUSBI
3aXBOPIOBAHHS, AK MOPYLUEHHA NiNIAHOr0 06MiHY, @ TAKOX TakuX BifAaneHNX HacnifKkax 3axBOPIOBaHHS, K 0CTEONOopo3 Ta nofarpa. Y KiHui cTarTi HaBoAATb-
s peKomeHAaauii 4itam 3 rniKoreHo3oM | Tuny, BUKOHAHHA AKX 3HAYHO CNPUAE NOKPALLEHHIO IKOCTi XNTTS AAHOI rpynu nawieHTis.

Kntoyosi cnosa: fjitw, rikoreHoBa x8opo6a, rikoreHo3, HyTpUTUBHA NiATPUMKA, OPCHaHHI 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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MukoreHoBas 6ose3Hb | TMNa: 0COGEHHOCTU KJIMHNYECKOro Te4yeHusq,
AVNarHoOCTUKU U ANEeTOJIOTN4YeCKOMn noggepXxkKkum Ha coppeMeHHOM 3Tane
AA. lopoGey', B.C. bepe3eHka’, I.3. KoanHkesny'

"HaunoHanbHbIi MeAULMHCKIIA YHUBEpcuTeT umeHn A.A. boromonsug, r. Kues, YkpanHa

TY «/HCTUTYT NeamaTpum, akyLlepcTsa 1 rmHekonornn umexun akagemuka E.M. JlykbaHosoit HAMH Ykpanbi», . Knes

[MpeacTaBneHbl COBPEMEHHbIE [JaHHbIe OTHOCUTENLHO 0COGEHHOCTEN KNNHNYECKOrO Te4YeHUs, ANArHOCTUKN U ANEeTONOMNYeCcKON NoAAEPXKM NPU TMNKOreHo-
BOW GONE3HW, UNu IMuKoreHose, 1 Tuna — opchaHHOro MHBANMAMSMPYIOLLErO 3a60/1€BaHUA, B OCHOBE KOTOPOrO NEXMT HapyLleHne o6MeHa rnukorewa,
pe3ynLTaToM KOTOPOro SBASETCS €ro HaKOMeHue B NeYeHu, NoYKax, KUWEYHNKe U APYrux opraHax. AKLEHTUPYEeTCS BHUMAHME HA aKTyanbHOCTH Npo6nembl
IMNKOreHO30B B YKpauHe B CUy OTCYTCTBUS FOCYAAPCTBEHHbIX NPOTOKO/IOB NIeYeHUs 1 peabunurtauni Ans 601bLUNHCTBA TUNOB 3a60neBaHNs. [puBeaeHb!
JaHHbIe KacaTeNbHO pacnpOoCTPaHEHHOCTM 3a60MeBaHMS, ero 3TMONOrMM, MEXaHN3Max PasBuUTMs U 06YCNOBNEHHbIX 3TUMI MEXaHU3MaMI NaTom3nonoruye-
CKWX HapyLUEHMAX B Pa3NMYHbIX OPraHax 1 cucTemax AeTCKOro opraHuama. KnuHuyeckas KapTuHa paccMaTpyBaeTcs B 3aBMCMMOCTY OT TMMA FAMKOreHOBOM
6onesHn (la nan Ib Tn), a TakxKe B 3aBUCUMOCTM OT BO3pacTa, B KOTOPOM 3a6oneBaHue MaHudectposano. 0co6oe BHUMaHNE YAGNSETCA rMNOrnKeMnye-
CKMM COCTOSHUAM, K Pa3BUTUIO KOTOPbIX OCO6EHHO CKNOHHbI AETI NepBOro rofia XM3HW, a TakKe WX NOTEHLMaNbHO He6NaronpuaTHbIM ANs AanbHedLwero
(hn3N4ecKkoro n MCUXOHEBPONOTMYECKOrO Pa3BUTAS MOCAEACTBUAM. B cTaTbe Takke MPMBOASATCSH OCHOBHbIE ACMEKTbl KAUHWYECKOA M NabOpHO-MHCTPY-
MeHTaNIbHON AMArHOCTUKK, @ TaKXe NpeAcTasneHa AnddepeHumnansHas AMarHocTuka ¢ 0CHOBHbIMU 3a60/18BaHNAMI CO CXOXKEN KNUHUYECKOI CuMnToMaT-
Koi. OCHOBHOE BHUMaHME YAeNseTcs ANETONOrMYECKON NOAAEPKKE NALUNEHTOB C IMMKOreHOBOM 60Me3HbI0 1 TN, Kak OCHOBHOMY METOAY NeYeHNs, Cnoco6-
HOMY He TONbKO YNY4LIUTb Ka4eCcTBO M NPOSO/KNUTENbHOCTb XKI3HU MALMEHTOB, HO W CMOCOBCTBOBATL MOHOMY PA3PELUEHMI0 MaTONOrMYeCcKNX N3MeHeHMI
B OpraHax u cucremax [eTCKOro opraHu3ma. B atom pasfene ctaTbi NpeAcTaBieHbl Ka4eCTBEHHbIE U KOMMYECTBEHHbIE XapaKTepUCTUKN paunoHa AeTen
C rNUKOreHo30oM | Tuna, a Takxxe ero 0CO6EHHOCTN B COOTBETCTBUN C BO3PACTOM pebeHKa. YaenseTcs BHUMaHNe He06X04MMOCTM UCNONb30BaHNSA CbIPOr0 KyKY-
PY3HOro Kpaxmana, [AalTCA PEKOMEHAALNN N0 ONpejenieHnio Heo6Xo4UMOro ero KONNYecTBa U PEXUMY HA3HA4YEeHUS B Pa3HbIX BO3PACTHbIX KATEropusx.
06bACHAETCSH HE06X0AMMOCTb HEMPEPbIBHbIX HOYHBIX KOPMIEHUIA, 61ar0Aaps KOTOPbIM BO3MOXXHO U36€XaTb Pa3BUTUS TUNOTAMKEMUN W TSXKENbIX ee Nocnes-
CTBUIA. KpOMe TOro, paccmMaTpuBaroTCs pekoMeHAauni 0THOCUTENbHO CNOCO60B KOHTPONS FMKEMIM W NaKTaTeMuUn. B cTaTbe TakKe NpuBedeHbl 0CO6EHHOCTH
LVMETONOrMYeckoi KOppekLmm npn TakoM Natonornyeckom nposiBNeHNN 3a60NeBaHus, Kak HapyLleHue IMNUAHOrO 06MeHa, a TaKXe TakuX OTCPOYEHHbIX
NoCnefCTBUAX, KaK 0CTEONOPO3 1 nofarpa. B KoHLe cTaTbu NpuBefeHbl PEKOMEHAALNN AETAM C MIUKOreHo30M | Tuna, BHeAPEHNE KOTOPbIX 3HAYUTENbHO CMo-

CO6CTBYET YNYYLIEHNIO KA4eCTBA XXI3HWU AaHHO rpynnbl NaLNeHTOB.

Kntoyesble cnosa: fetu, rMukoreHoBas 6051e3Hb, MUKOreHOo3, AUeTONOrnYeckasn noaaepxka, oparHble 3a60/1eBaHNs.

ylikoreHosa xBopoba (I'X), abo riikoreHos —
rsaraJILHa Ha3Ba CIHAAKOBHUX XBOPOO ByTJre-
BOJHOTO OOMIiHY, 3yMOBJIEHUX HEIOCTAaTHICTIO
abo nedexramMu aKTUBHOCTI (hepMeHTIB, 110
6epyTh ydacTb y MeTabos1i3Mi riikoreny. Sk Hac-
JIIOK, CIIOCTEPITaEThCd HAKOMWYEHHS TJiKOTEeHY
B II€YiHII, HUPKAX, CEPIIEBOMY 1 CKEJIETHUX M 'g3aX,
a TAaKO’K PO3BUBAETHCS TITTOTTIKEMis Ta iHII TTOpy-
menns [1,2,4,9,24]. Ilomupenicts I'X y nurg-
qiit momyJitii cranoBuTh Bi 1:68 000 1o 1:40 000
[1,2,4,24]. Haxanb, Hemae 06'eKTHBHOI iH(pOpMa-
il 100 MOIIMPEHOCTI 3aXBOPIOBAHHS cepej
HaceseHHd YKpaiau. [7ikorenosu € iHBasian3yio-
YUMU 3aXBOPIOBAHHAMM, SIKi 6€3 BUACHOTO HAJIEHK-
HOTO JIIKYBaHHSA WIBUIKO TMPOTPECYIOTH i TIPU3-
BOJIATH 70 AeKOMTIeHcallil (PyHKITII pi3HUX OpraHiB
i cucrem Ta cMepti autunu. HaBiTh 3a Haii-
CIPUATAUBIINAX THUIIB 3aXBOPIOBAHHSA SKiCThb
JKUTTST TakuX maiienTis nusbka [11,31]. Bogno-
4yac 32 YMOBH HAJIEKHOI KOPEKIIil 3aXBOPIOBAHHS
B 0araThbOX BHIIQJKaX MOKJIUBUI 3BOPOTHMIA
PO3BUTOK CUMIITOMIB, 1[0 CTAaBUTH IIPOOJIEMY BYa-
CHOI JIarHOCTUKM 1 aJleKBaTHOTO JiikyBaHHa ['X
Y PaHT aKTyaJbHUX MUTAaHb MeAiaTpil.

Croroani B YKpaini mmpobiema AiarHOCTUKK I
JIIKyBaHHS TJIIKOTEHO31B € HAJ3BUYAITHO TOCTPOIO.
[le 3HaUHOIO MipOIO TTOB'sI3aHe 3 BiICYTHICTIO PO3-
pOGJIeHUX TIPOTOKOJIB Ta PEKOMEHAAIN 1100
Kypariii giteit /st GiTbIIOCTi TIiKOTEHO31B. Y Kpa-

iHaX, B 9KUX JIiKyBaHHA AiTeli 3 I'X TpoBoasITh Bifl-
HOBIZIHO 10 PO3POOJIEHUX AJTOPUTMIB, KUTTS
HalieHTiB  OiIbIl TpHUBaJe, a SKICTh BHUIIA.
Haxaspb, 3 Hanoi Touku 30py, B YKpaiHi 3HaUy-
micTh 1pobJIeMU HeL0OIliHeHa, HACTOPOKEHICTh
JIIKapiB HU3bKA, 1[0 3yMOBJIIOE ITi3HIO IIaTHOCTUKY
3axBopioBaHHsd. HaBiTh miciasg BCTaHOBJIEHHS
JiarHosy OiIbLICTh MEAMYHUX HPAI[iBHUKIB HEPO-
3yMiIOTh, XTO KOHKPETHO TOBUHEH CYIIPOBOKYBa-
TU TaKMX Malli€eHTIB, 1 He MAIOTh YiTKOI cTparerii
Kypartiii Takux aiTeii. KpiMm Tor0, OCHOBHUM METO-
JIOM JIIKyBaHHSI HaMONIMPEHININX TUITIB IJIKOTe-
HO3IB € TPaBUIBHO OPTaHi30BaHe XapyyBaHHS
IUTUHU, SIKe JJa€ 3MOTY 3yITUHUTHU MTPOTPECYBAHHI
MaToJoril i ocATTH CTiiiKo1 pemicii. Kpim Toro,
rpaMOTHMIA TiAXi 10 Kyparii giteit 3 X nepexda-
yae 3ajydeHHs (DaxiBIliB PiI3HUX CHEIiabHOCTEH.
Jlute MyJAbTUAUCIATIIIHADHUHT TAXiA /1acThb
3MOTY JIOCATTUA HAaWKpaInX pe3yJbTaTiB JIiKyBaH-
HS TaKUX IAI[i€HTIB.

Bizomo 6/m3bko 15 THINB IIiKOreHo3iB, mpoTe
HaituacTtime 3ycrpivatorbed I, 111, VI i IX tunm.
Tnikorenos 1 tumy € ayTOCOMHO-PEIMCUBHUM,
MMaH-eTHIYHUM 3aXBOPIOBAHHIM i3 TEHHOIO MyTa-
L[i€10, BUSBJIEHOI0O B KaBKa3bKOIr'o, a3iaTCbKOTO,
icTIaHChKOTO HaceJleHHS Ta €BPeiB allrkeHasi.
PiBeHb TMOMUPEHOCTI CTAaHOBUTH TPHUOJIUZHO
1-40/100 000 i € mafiBUIMUM cepes TOTMYJSILi
eBpeiB amkenasi — 1/20 000 [17].I1aromnoris 3ymo-
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BJIeHa AedilIuTOM aKTUBHOCTI TJITOK030-6-hocda-
tazu (I'X Ta) abo medinurom MiKpoCOMaibHOTO
TpaHcrmopry Oifka s TIoKo30-6-docdary
(TX 16). T'mokoso-6-docdarasza (I'-6-D) € dep-
MEHTHOIO CHCTEMOIO, JIOKa/Ii30BaHO0 Ha MeMOpaHi
eH/IOTIAa3MAaTUYHOTO PETUKYJIYMY, SKa Pa3zoM
3i cBoim TpaHcnoprepom (SLC37A4/G6PT)
dopMye KOMILIEKC, 0 BiATIOBiIa€ 32 YyTBOPEHHS
TJTIOKO3U TIJITXOM KaTaji3allii KiHmeBoi dhasn -
KoreHoJsigy i riokoHeorenesy |[1,2,4]. I'-6-@O
€ KJIT0YOBUM (hepMEHTOM PETYJIAII1 PIBHS TJIiKeMil
(PT). edimur I'-6-@ abo mporeiniB ii Mikpo-
COMaJIbHOTO TPAHCHOPTY MNPUBOJAUTHL 0 HaJI-
JIUNTKOBOTO HAKOTWYEHHS TIIKOTeHy ¥ KUY
B TIEYiHIl, HUPKaX i CJIM30Bill 0GOIOHII KUIIIEYH-
Ka. ¥ TakuX MaI[i€HTIB CIOCTEPIra€ThCs IMUPOKUIL
CTIEKTP KJIHIYHUX TPOSIBIB, BKJIIOUAIOYHN Tera-
TOMeETaJlilo, TINOIJIIKeMilo, JiaKTaT-alueMilo,
rimepaimifiemMifo, TiTepypUKeMilo 1 3aTPUMKY
pocty. OcHoBHa cumnToMatuka rpu I'X la mos's-
3aHa 3 TINOIVIIKeMiYHUMU CTaHAMU B PAHHbOMY
muTrHeTBi. J{ns nanientis i3 X 16 xapakTepHuMu
€ HEeUTPOTIeHis, mopyieHHsd GyHKIlii HeHTpodimiB
i 3amasbHe 3aXBOPIOBAHHS KullleyHuKa [2,5,22].

Mamnidecrarisg I'X 1 3anexuTtsh Bif BiKy IUTHHA
i MOe BiIOyTHCS SK y HeoHaTaJbHOMY Iepioii
y BUTJL/I TIMOTJiKeMii 1 JlaKTaT-aiuao3y, Tak i
y Bitti 3—6 MicsItiB y BUTJISAI remaroMeratii i/abo
CUMIITOMIB TilOTJIiKeMii Ta 3yMOBJIEHUX HEIO
Cy/IOM.

JliarHo3 (opMyeTbCsI HA OCHOBiI KJIHIYHUX
CUMIITOMIB, crenudiuHoro noegaHanHs OioxiMiu-
HUX 3MiH, Pe3yJbTaTiB MOJEKYJISAPHOTO TeHETHY-
HOro o6cTeskeHHsS 1/ab0 (epMEHTHOIO aHalizy
6ionTaTiB MEYiHKH.

CuMnToMaTrvHa TillOrJiKeMiss MOKe BUHU-
KHYTH HEBJIOB31 ITicJsd HAPOJKEHHS JAUTHHU,
mpote B 6araTbOX BUIAAKAX CUMIITOMH TillOIJIiKe-
Mil BIJICYTHi, JIOKM OUTHHA BXKUBAE TOCTATHII
BMicCT rimoko3n. Kosm utrHa iepectae icTu BHOYI
abo MOPYIIYEThCS 3BUYAWHUN PUTM TOAyBaHb 3i
301IBIIIEHHSIM TPOMIKKIB MiJK BKMBAHHSIM 1K1 11pu
CyNYTHIX 3aXBOPIOBAaHHAX, BUHUKAIOTH CUMIITOMU
rinorsikemii. Y paHHbOMY Billi PiBEeHb TJIOKO3U
(PT') Moxxe 3HUBUTHUCS 70 2,2 MMOJIb/JI TIPOTSATOM
3—4 oz, TOMY TPUBAJIIIIT TPOMIKKH MK TO/TyBaH-
HSIMU MOKYTb CIIPOBOKYBATH TSKKY TITOTJIIKEMIiIO
3 JlaKTaT-allieMicio 1 MeTaboJiYHUM alll030M
[4,5,19,24]. ITompu Te, 1O TSKKICTH TiOTTIKeMiY-
HUX €Ii30/1iB 3MEHIIYEThCS 3 BIKOM, BiJICYTHICTh
aZleKBaTHOI Tepamii TMPU3BOAUTH A0 3HAYHOTO
MopylieHHst (GisMIHOTO PO3BUTKY, 3aTPUMKHU
nybeprary i 6araTboX iHIIMX HECIPUATIUBUX
HACJII/IKIB, SKUM MOKHA 3aI100irTH NIJISIXOM 3a0e3-

MEYEeHHsT HaJEeKHOTO MeTabOiYHOTO KOHTPOJIIO
3 PaHHIX POKiB JKUTTA mnarieHTa [4,32]. ¥ mooau-
HOKMX BUNAJIKax 3HMKeHHd PI € momipHuMm i He
MPOSIBJIAETHCA KJIHIYHO B AuTAdomy Biri. IIpu
IbOMY 3aXBOPIOBAaHHS BIIepIlle JiaTHOCTYETHCSI
B JIOPOCJIOMY BIilli, KOJU BUSABJISIOTHCS aJ€HOMHU
nevinku i rinepypukemis [1,4,6,7,24]. Y Takux
NAIEHTIB MOXKE BUHUKHYTH TaxillHOE, 3yMOBJIEHE
JIAKTAT-alU/I030M, IO CUMYJIOE TPOSBU ITHEB-
MOHIT [24]. ¥V medkux BUNaJKaX 3aXBOPIOBAHHS
JIarHOCTYETHCS, KOJIU, BUSBUBIIN 3011bIIEHUI
y pO3Mipax KUBIT, JiKap IPU3HAUYAE yIbTPA3BYKO-
By aiarHoctuky (Y3/l) opraniB yepeBHOI OPOXK-
o, Y 3-3Mian newinku mpu ['X I, X 111 gesxux
iHIIUX XBOpPOOAaX HAKOIMUYEHHSI OJHAKOBi, IPOTE
cymyTHs Hepomerasis i TUIoBi 6ioxXimMiuHi 3MiHI
€ xkmiogoBumu B miarHoctuii I'X I [1,4,9,24].

[luTuHa, 9Ka He OTPUMYBaAJIA JiKyBaHHS, 3a3BU-
Yyall Ma€ HU3bKUH BIJITOBIJIHO /10 BiKY 3PiCT, OKPY-
rJie («JISLIIbKOBE» ) 00/INYUst 3 BUPA3HUMU IIOKAMH,
[0 Harajye BUTJAA npu cuaapomi Kymwnra.
Bomna Bifcrae y disuanomy it MOTOPHOMY PO3BUT-
Ky. KoruiTuBni (yHKIIi1 BiIOBIAI0Th BiKYy J10TH,
JIOKU He 3'SIBJISThCS HACTIIKU YPAKEHHS TKAHUHU
TOJIOBHOTO MO3KY, 3yMOBJIEHI PEIUIUBHUMU TillO-
[IKeMIYHUMY CTaHAMU.

Crin 3asmaunTu, mo npu ['X I rematomerartist
3 BIKOM 3MEHIITYETHC, 2 9ACTOTA PO3BUTKY aZI€HOM
HEYiHKKM 301JbIIYETHCS, TIEPEPOCTAIOUN B AESKUX
MaIi€ATIB Yy TEmaToNeJI0JIIPHY KapIHmHOMY
(T'TIK) [8,9,24].

I'X T aconiitoBaHa 3 reMOparivHMMM 3aXBOPIO-
BaHHSIMHU, TIOB'SI3aHUMU 3 TTOPYIIEHOI0 (PYyHKITI€I0
TpoMGOIMTIB i/ab0 ix gedexkTamMu, MOAIOGHUMU
0 Takux 1pu xBopobi Bimmebpanga. Oxpim
TOTO, ¥ IIUX XBOPUX YACTO BUSBJSETHCS CIaHe-
Mist, 0cO6JIMBO B 0Cib 3 ajjeHOMaMu Teuinku [24],
a Takox medinut BiTaminy D. Y maiienTis
i3 I'X 1 sHM)KeHa KicTKOBa Maca, caMe TOMY
B HUX IABUAIIEHUN PU3UK PO3BUTKY OCTEOTIOPO-
3y i, 9K HaCJiIOK, TlepesoMiB [27].

[TpobeMoro KiHOK PENpOAYKTUBHOTO BiKYy 3
I'X T mosxe Gytu menoparis. Okpim TOTO, B ZIiB-
YaTOK BiKOM Bijfi 4 poOKiB 3a(iKCOBaHO BUITAJIKU
CUHJIPOMY TIOJIIKICTO3HUX SE€YHUKIB, IPOTE IIe
He BigoOpakasnocs Ha ix depruabnocti [21].
[HmMM TATOJIOTIYHUM TPOSBOM 3aXBOPIOBAHHS
€ JereHena rimeprensisg. CupoBaTKa KPOBi HeJiKO-
BaHUX XBOPHUX YacTO KaJaMyTHa ab0 <«MOJIOYHa»
3 HaJI3BUYAITHO BUCOKOIO KOHIIEHTPAIIE€I0 TPUTJIi-
IIepU/IiB 1 TTOMiPHO BUCOKOIO KOHIIEHTPaIlieo ¢oc-
oaimizis, xoJsiecTepuny, JIMOMPOTEINIB HU3BKOI
HIIJIBHOCTI 1 HU3BKUM BMICTOM JIIIOMPOTEI/IB
BUCOKOI MIibHOCTI. PanHiil aTepockiepo3 i3
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PU3WKOM INIEMIYHOTO 1HCYJBTY € TOTEHIIHHO
MOKJIMBUM ITi3HIM YCKJIQJHEHHAM 3aXBOPIOBAHHS.
Y nedKkux mami€eHTiB i3 BUPA3HOIO TillepJIiliIeMieto
(0cOBJIMBO TSIKKOIO TIEPCUCTYIOUOIO TilepTpu-
rinepunemieo F01,000 mr/nn) 3pocrae pusuk
PO3BUTKY TOCTPOTO TaHKpeaTuTy. Y TaIli€HTIB
i3 I'X mepeBakno tury 16 3Ha4HO 30iTbIITYyETHCS
PU3BUK PO3BUTKY KPOHOIOAIOHOTO €HTEPOKOJITY
[10,21,24,25].

CXUJIbHICTB 10 KPOBOTEY MaHiecTye y BUTIISI-
Jli TOBTOPHUX HOCOBUX KPOBOTEY Y MOJIOATIOMY
Billi, 3MiHIOIOUNCH TTOMIPHUMHU KPOBOTEYAMU TTiCJIA
BUIaJieHHs1 3y6iB abo IHIIUX OlEepaTUBHUX BTPY-
YaHb | MEHOPATIN y CTApPIIOMY Billi. ¥ IIUX XBOPUX
BHMIKYEThCSI 3IaTHICTH TPOMOOIUTIB 10 ajresii
Ta arperaiii, sIKi € BTOPUHHUMM IOPYUIEHHIMU
1 MOXXYTbh MaTU 3BOPOTHHUI PO3BUTOK IICIS HOP-
Mautizallii MerabosiuHoro npodiso [4,24].

binpmricts mamientiB i3 I'X I maots Hedpo-
MeTaJiio, Mo Jerko BU3HauvacTbcsa Ha Y 3/1.
Y HemiKOBaHUX XBOPUX PO3BUBAETHCI TOPY-
IMeHHSA TPOKCUMATBHOTO Bi/I/IITy KaHAJIBIIIB, 1110
MPOSIBJISIETBCA  TJIIOKO3Ypi€to, docdarypicio,
rirnokaJiieMi€lo, TeHepasi3oBaHOIO aMiHOallu-
nypieio [1,4,24,28]. TIpokcumanbaa TyOyasipHa
MuchYHKINS € MiJIKOM 00OPOTHOKI 3a YMOBH
HopMasisanii meraboaiunoro npodimo. Y mes-
KUX TAII€HTIB PO3BUBAETHCA amuaudikaiis
NUCTATbHUX KaHAJbBI[IB, acollilloBaHa 3 TilOIM-
TpaTypi€o i TimepKaJbIliypi€o, CTBOPIOIOYN
nepeaymMoBu 1o (GopmyBaHHsS HepPOKaJbIIU-
HO3y 1 ypoJiTiady. B okpeMnx BUnajakax MosKJian-
BUMH € TinepdinbTpallis 3 MiKpoaabOyMiHypi-
€10, a TaKOX PO3BUTOK TSKKOI HUPKOBOI He/O-
CTaTHOCTI 3 TPOTEIHYPIi€IO, TilepTeH3i€l0, 3HU-
JKEHHSIM KJIpeHCY KpeaTUuHiHy, 3yMOBJEHUM
(poKaJbHUM CETMEHTAPHUM TJIOMEPYJIOCKJIEPO-
30M Ta iHTepcTHuiiaabuuM (idposom. IlarienTn
3 MOCTINIHO BUCOKNMU PIBHAMMU JIAKTATY, JIMi/iB
1 ce4OBOI KUCJOTU B CUPOBATIII MAaIOTh BUCOKUIL
pU3WK Po3BUTKY Hedpomarii [4,24,28].

JlaGoparopwi 3minu, Tunosi aas I'X 1, Bkiio-
YaroTh TIiMOTIIKEMIil0, JaKTaT-alua03, Tinep-
ypukemito, rineprpuriinepuaemiio i, mpu ['X 16,
HeliTponeHioo (mepcuctyiody abo IUKIIUHY)
[1,14,22,24,28]. TaxXKicTb OCTaHHBOI Bapiioe
BiJT JIETKOI JI0 TAKKOI 3 TOBHUM arpaHyJIOIUTO30M
1 aCOIIETbCA 3 YaCTUMU 1HTEPKYPEHTHUMU
3axBopioBaHHsIMK (GaKTepiambHUMU iH(EKIisIMM
POTOBOI TOPOKHUHU, BKJIOYAIOUM CTOMATUT,
TIHTIBIT, MapaJlOHTHUT, 3aNMaJbHUMH 3aXBOPIO-
BaHHAMU KUIIEYHUKA) Ta MiABUIIEHOIO YaCTOTOIO
ayToOiMyHHOI marosorii muTonogibHol 3a103u
i rinorupeoinuamy [5,10,24]. [lias1 BUKJIIOUEHHS

IHIMUX TPUYUH TIiMOTIiKeMil BUKOPUCTOBYIOTH
TeCT 31 CTUMYJIAIIEI0 TJAIOKAaroHoM. Takuii TecT
MPOBOJSATL JIUIIE TiJl PETEJbHUM HATISIIOM
JIKapiB, OCKIJIbKK BiH MOKe BUKJIMKATH MeTabo-
JiuHui anuao3 y namientis i3 I'X 1. 3a pesysbra-
TaM# I[bOTO TecTy 77 marienTiB i3 ['X xapax-
TepHUM € 3HauHe MiJABUINEHHS JaKTaTy y KPOBi
i BizcyTHicTh 3MiH a60 He3HAYHE IIiBUIICHHSI
TJITOKO3M KPOBi [24].

Biomcito mediHKM 4YacTo MPU3HAYAIOTH IS
nudepeHIiiinol AiaTHOCTUKM Pi3HOMaHITHUX
npuynH rematomeranii [1,4,9]. Ilpote mpm
BHUCOKil Biporinnocti giarnosy I'’X nemae norpe-
6u B Takiil HiarHOCTUYHII Mporeaypi, OCKITbKI
ChOTOMIHI JOCTYIHI TeHeTUYIHI TeCcTH [IJd
migTBepKeHHsT fHiarHody [24]. Y Giabmocti
BUTIQ/IKIB JIOCJTI/UKeHHsT OGiomTaTy mMediHKu
Jla€ 3MOTY BCTAaHOBUTHU TPaBUJIbHUN iarHos,
ajie 1oTo pe3yabTaTH 3aJieKaTh Bifl JOTPUMAHHS
METOIUKH Hociakenns oiomnrary [24,30]. Ticro-
JIOTiYHe JIOCJi/)KeHHs 3a3BUyYail Jolomarae
nedepenmioBatu I'X I Big inmux ['X, mo mepe-
6iraioTh 3 ypakeHHSM TIEYiHKH, i BUSBJISIE
36iJbIIeH] B po3Mipax remaroiyuTH 3a PaxyHOK
PIBHOMIPHO PO3MO/iIEHNX BKIIOUEHD TITIKOTEHY
it skupy. KigbkicTh TiikoreHy moske OyTH HOP-
MaJIbHOIO ab0 He3HauyHo 36ijbineHoro. JIimigHi
BaKyoJi BeduKi i umcenbHi. KaiHigHI aHamism
MiZATBEP/KYIOTh 3arajbHy (EepMEHTHY aKTUB-
Hicth [-6-M-a3m y 3paszkax TKAHUHWU TEYiHKU.
HopMmasnbHe 3HaUeHHS 1IOTO MOKa3HUKA CTAaHO-
Buth 3,50+0,8 MMoab/xB/r. Y O6iabimocTi
martienTiB i3 I'X Ia mokasznmk (epmeHTaTUBHOI
akTuBHOCTI cTraHoBuThL <10% Bix Hopmu. Busna-
yeHHs akTuBHOCTI [-6-D TpaHc/I0Ka3u y CBixKO-
3aMOPOKEHUX 3pa3kKaX TKAHWUHU TEYiHKU € TPO-
6JIeMaTHYHUM 1 He 3aCTOCOBYETHCS B IarHOCTH-
i I'X 16 [9,24].

[l minTBepIsKeHHS iaTHO3Y TaKOXK 3aCTOCO-
BYIOTb MOJIEKYJISPHO-TEHETUYHE TOCTi/PKEeHHS
3 TIOBHUM TeHEeTHIHUM cekBeHyBaHHIM GO6PC
(TX Ia) i SLC37A4 (I'X 16) [14,19,24]. 3a po3Bu-
Tok I'X I wmyranii G6PC sinnosigaiors y 80%
BunazikiB, a myranii SLC37A4 — y 20% [17,24].
Amnanis myTalliif € mepiuouyeproBUM KPOKOM Y pasi
migo3pu Ha I'X I. 3a3Bnuaii cmoyaTky BUKOHYIOTH
noBHe cexkBenyBanHgd G6PC (y pasi BizcyTHOCTI
HeHlTporeHii). 3a MOXKJIUBOCTI, [iaTHOCTUKY
JOTIOBHIOIOTH TOCiKeHHAM akTuBHOCTI [-6-MD-a3zn
B 3aMOPOKEHOMY 3pas3Ky Oiomrary IedYiHKIM;
3HIDKEHHS (hepPMEHTHOI aKTUBHOCTI MiJITBEPIKYE
miaraos I'X 1.

Hudepentnitiny piarnoctuky I'X 1 nHaBeneno B
tabsmri 1 [24].
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Tabnuus 1

AundepeHuiitna giarHocTuka rnikoreHoBoi xeopoou | Tuny

3axBoploBaHHS CuvmnTomum, nogioHi go MX | Cumntomu, BigmiHHi Big MX |
rXo linornikemis HaTLle BigcyTHicTb renatomeranii
(mediumnt MocTnpangiansHa rinepriikemis
rnikoreHcuHTeTasm) MocTnpaHgiansHa rinepanaHiHemis
MocTtnpaHpiansHa rinepnakraremis
KeTo3 Hatwe
rxii [enatomeranis MeHLu BMpasHa rinornikemis
Finornikemis HaTwe BinbLU BUpa3HuiA KeTo3
linepTpaHcamiHasemis BigcyTHicTb rinepnakTtartemii
lnepninigemis BigcyTHicTb rinepypukemii
BinbLu BUcoka rineptpaHcamiHasemis (nokasHuku ANTT, ACT >500 Og/n)
YpaxeHHs CepLIeBOro Ta CKeNeTHX M'A3IB i3 MiABMLLIEHHAM KpeaTuHkiHaav npu IXH llla
rXiv [enaTomeranis BiacyTHiCcTb BMpasHoi rinornikemii 4o ctafii neviHKoBOI AekomneHcaui
linepTpaHcamiHasemis MiguLenHs T
linoans6ymiHemis
MopoBXeHHs
NPOTPOMGIHOBOrO Yacy
rXvi [enaTomeranis Finornikemis BUKMIOYHO HaTLLe
inornikemis HaTLie inornikemia 3aBxau acouiioBaHa 3 rinepkeTo3om
linepTpaHcamiHasemis HopmonakTtaTemis, enisognMyHo nocTnpangianbHa rinepnakraremis
lnepninigemis
XIX [enaTomeranis [inornikemis MEHLL TSXKa, 3a3BM4aii INLLIE HaTLLe i acoLjioBaHa 3 rinepkeTo3oM
inornikemis HaTLle Hopmonakrartemis
inepTpaHcamiHasemis MocTnpaHgiansHuin MeTabonivHMiA aumnos (pigko)
lnepninigemis Di6po3 NeyiHKK, AKMIN MOXe PO3BUHYTUCA B LPO3 (PiaKko)
MpokcumarbHa Ty6ynsapHa
OMCAYHKLIS HUPOK
(X-34ennena copma)
XXI ['enaTomeranis lNocTnpaHpianbHa rinepriikemis
(cuHppom linepTpaHcamiHasemis XpoHidHa fiapes (3ymoBneHa Manbabcop6Lieto ByrneBopis)
®daHKOoHIi— linornikemis HaTLe 3 keTo3oM | FinodhocdaTemMivHnin paxit
Bikens) Iniokogypis Husbkwin 3picT
lMpoTeiHypis
docdatypis
leHepanizosaHa amiHoaLmaypis
MopyweHHa l'enatomeranis linornikemis nicnsa TprBanux NPOMIKKIB MiXX NpUAOMamMm ixi
rNIOKOHeoreHe3y Finornikemis HaTwe (Hi4He ronopyBaHHs) i nig Yac 3axBoproBaHb
lnepnakratemis
linepypukemis
lnepTpaHcamiHasemis
MepBuHHe ypaxeHHs | enaTomeranis BigcyTHicTb rinornikemii
neviHku (aediumt llnepTpaHcamiHasemis BigcyTHicTb rinepnaktatauvgemii
0= 1-aHTUTPUNCUHY,
renaTut ToLo)
IHwWi xBOPOOM [enaTomeranis inornikemis HaTLle HeTUnoBa
HaKONUYeHHs CnneHomeranis XapaKTepHi 3MiHU KMITUH 3i CreumndiHHUMK 1 KOXHOTO i3 3aXBOPIOBaHb Aenosuntamm
(Himanna—nika, 3aTtp1mMKa B pocCTi YpaXxeHHs! iHLIMX opraHiB i cuctem
lowe Towwo) lnepninigemis HesHayHa cnneHomeranis
BpopxxeHa Henepe- [enaTomeranis P03BMTOK CUMNTOMIB, NOB'A3aHWIA 3 BXMBAHHAM (PPYKTO3M i iX 3HUKHEHHS Micns
HocumicTb dpykTo3n | inepTpaHcamiHasemis BUKITOYEHHS (PPYKTO30-BMICHUX MPOAYKTIB i3 paLioHy

JlikyBaHHs 1 cocTepeskeHHs

[ikoreHoBa XBOpoOa € MyJIbTUCUCTEMHUM TIOPY-
MIEHHSM, 0 TOTPeOy€E MYJIBbTHANCIIUILIIHAPHOTO
MIXO/Y 13 3aJy4eHHSAM CIICI[aJIiCTiB reHeTUYHOrO,
€H/IOKPUHOJIOTIYHOTO, TeMaTOJIOTIYHOTO, HYTPHUIIEB-
TUYHOTO, He(hPOJIOTTUHOTO, TEMATOJIOTTYHOTO, KAp/Iio-
JIOTIYHOTO TIPOLJIIB I KOPEKITii BUSBJIEHUX TIOPY-
1ieHb. Y pasi HeoOXiHOCTI TPaHCILIAHTALI] TTeYiHKN
a00 HUPOK /10 KOMAH/1 KOHCYJIHTAHTIB TAKOXK 3aJIy-
YaroTh TpaHcIanTosoris [2,8,24]. Yci 3amigHi cre-
MiaJIiCT TIOBUHHI YiTKO YCBIZIOMJTIOBATH MEXaHI3MHU
PO3BUTKY 3aXBOPIOBAaHHSI, MOr0 PisHOOIYHI IIPOSIBH,
a TaKO)K BIUIUB TIATOJIOTII HA TICUXOJOTIYHWI Ta
eMOIIIHNI CTaH TAalli€HTa i YJIeHiB HoTo POIUHU.

T'acTpoeHTepOIOTiYHI /HY TPHITIOTIOTIYHI ACTIEKTH.
ledext I'-6-D-a3u i TpaHCI0Ka3KW 3HAYHO BILIH-
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Ba€ Ha HYTpUTUBHMHU cratyc xBopux i3 I'X I.
Hyrpurusha miarpumka namientis i3 I'X Ia i 16
oJHaKoBa, mpore xBopi 3 I'X 16 MokyTh moTpedy-
BaTU JIOJATKOBOTO HYTPUIEBTUYHOTO BTPYYaHHS,
TTOB'SI3aHOTO 3 HaCHiIKaMW HEWTpOIeHii, TaKuMHI
SIK KpoHornoaiouuii earepokoir [1,4,9,10,25].
Kypanisi HeMOBJIST i JiTeil paHHbOTO BIKY.
limormikemis — TOPYIIeHHS, IO BUSBISETHCS
nepimuM 1ipu I'X I — BU3Havae yci acnekTn Xxapuy-
BaHHS U PEKUMY HEMOBJIAT 1 AiTel paHHBOTO BiKY
(y piakicuux Bumazakax I'X I y miteit crapiioro
BiKy i jopocsinx Moxe rnepebiratu 6e3 rimoriike-
mii). Kputnato Bask/auBo, 006 TIepBUHHA HYTPH-
THUBHA OIliHKa OyJia PO3TOPHYTOO i BKJIOYAIa He
JIVTIIe JOKYMEHTYBAHHS CIOXWBAHHSA iXKi, aje
11 omrC XapaKTepy CHY, CUMIITOMIB TilTOTJTiKeMil,
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Tabnuys 2
MoTtpe6a nauieHTIB i3 rMiKOreHOoBOO XBOPO6OIO
| TUNY B OCHOBHUX Xap4Y0OBUX HYTPi€HTaxX
Ta eHeprii 3a5eXHo Bif, BiKy

Bik, poku

0,
XH 11-13 14-17 | % ARob.
7-10 Kan.
X | ol x| A

Binkm,r | 64 | 82 | 98 | 114 | 104 | 124 [ 108 | 17

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

Byrne-
BOmM, 248 | 317 | 378 | 443 | 402 | 483 | 419 | 66
Enrepre-
TWYHa
LiHHiCTb, 1540 | 1971 | 2351 | 2749|2502| 3000 | 2607 | 100

KKan

peKUMY TOAYBaHH:, Moka3HUKiB PI, racTpoinTe-
CTUHAJBHUX PO3JIAJIiB, a TAKOXK iH(MOPMAIIITO MO0
OZIATKOBOTO BKUBAHHSI BITAMIHHUX 1 MiHepaJib-
HUX KoMmiutekciB. PI y HemiarHocToBaHuWx abo
TTOTAHO BiJIKOPETOBAHUX BUIIQ/IKAX MOJKE OIyCKa-
e <3,9 MMOJIb/J1 HaBiTH MICJS HETPUBAJIOTO
TTPOMIKKY MisK BXKUBaHHAM iKi (<3—4 rox). [licasa
BCTAHOBJIEHHSI [liarHO3y 1 NpU3HAYeHHS HYTPHU-
TUBHOI MIATPUMKU BKpall HEOOXiJHUM € PeTe/ibHe
MouiTopyBaHHs PI' Ta iHmmx jaabopaTopHUX
MTOKa3HUKIB, OCKIJIbKY JJUTUHA poCTe 1 11 HyTPUTUB-
Hi moTpebu 3MiHIOIOTBCS. Be3 peryssipHoro MoHi-
TOPYBaHHA acuMnToMaTnaHo Hu3bknii P mpu3so-
JIMTh JI0 3aTPUMKU PO3BUTKY Ta POCTY, CyOOINTH-
MaJIbHOro MeTaboiuHoro KoHTposo. Heobxixmo
nigrpumysaru PT He mentie 3,9 MMoJIb/J1 i 3a1106i-
raTy pi3kuM ioro KommBanuaMm [1,2,4,9,20,24].
[ToBTOopHa rimorsmikeMiss TPU3BOAUTH M0 JIaK-
TaT-alu/03y, rermaToMeradii, rinepTpuriinepuie-
Mii, TimepypuKeMii Ta 3aTPUMKHU PO3BUTKY B JiTel
MOJIOANMOTO BiKy. ToMy YHWKaHHS TPUBAJIUX
IPOMIZKKIB MizK BJKMBAHHSIM 1K1 € TI€PITOYEPTOBUM
3aBaanuam JikyBanug xaiteir 3 I'X 1. {xa mpodi-
JIAKTUKU PO3BUTKY TIiIOTJIKEMil 3aCTOCOBYIOTH
YacTi TOAYBAHHSI HEBEJUKUMU IMOPIIsAMU 1Kl
3 BHUCOKMM BMIiCTOM KOMILIEKCHUX (CKJIAJIHUX)
BYTJIEBO/IB (TIEPEBAKHO OaraTHX Ha KJIITKOBUHY ),
PIBHOMIPHO PO3MOAITEHNX TIPOTATOM 24 TOI.
Jlo6oBwuii po3mozia HyTpieHTiB (Tabu. 2) mae
O6ytu Takum: Byriaesogun — 60-70% mo6GoBoro
Kasmopaxy, Oiikn — 10-15%, xupu — pemira
Kasopiii (y miteil BiKoM BiZi 2 POKiB 000B'SI3KOBO
mae 6ytu <30% mo6oBoro Kamopaxy) [2]. Yuacai-
mok gedinuty I-6-D dpykroza i ramakroza mHe
MeTaboMi3yI0Thest 10 TII0K030-6-docdary, 1o
MPU3BOANTH JI0 TOPYIIeHb 0OMiHY pedoBuH. Cho-
TOJIHI HEMAE OIHOCTAITHOI JLyMKH T1[0/10 HEOOXiIHOCTI
00OMeKEHHS TIMX JBOX I[YKPIB Y Xapu4yBaHHI ANTH-
HHU, TIpoTe caxapo3dy (TII0K03y i (PyKTO3Y)

i makTo3y (rajakrosy i IJIIOKO3y) B OLIBIIOCTI
BUIAJKIB BCe K OOMEKYIOTh ab0 BUKJIOUYAIOTh
i3 pariony (tabum. 3, 4). Y pasi BUKJIIOUEHHS I[UX
IYKPIB AMTHHA TO30aBJISIETHCS BaXKJIMBUX J[ZKEPEJT
MiHepasiB i MiKpoeJeMeHTiB, ToOMy HeoOXinHa
JI0JTATKOBA CYTIJIEMEHTAIliA /171 YHUKHEHHS Aedi-
IUTHUX cTaHiB [2,21].

[uTrHA paHHBOTrO BiKy Ma€ OTPUMYBATH BiJIbH1
BiJI IlyKPY co€eBi abo BiJbHI BiJ caxaposu, GpyKTo-
31, JJAKTO3W CyMillli KOkHi 2—3 roj. K TijbKu
IUTUHA TIOYNHAE CIIATH JOBIIe 3—4 roj, HeoOXiIHO
abo OyauTu ii KoxkHi 3—4 rox aas BusHauenns PT
i rogyBanHs, ab0 BUKOPUCTOBYBATH HiYHE 30HI0BE
rogysarns (H3T) [1,16,24]. BpaxoByoun Hebe3-
MeYHI JJIS JKUATTST PUBUKU TSHKKOL TiOTJIiKeMil
(cymomu, HEOOOPOTHE TIOMIKOIKEHHS MO3KY
i HABITH CMepTh), CJIiJI HABYMTU OATHKIB IUTUHU
abo auTHHY (CTapIIoro BiKy) IpaBUiaM BBEIECHHS
HazoracTpasbHOro0 30HIY ab60 G-30HIY (BCTaHO-
BJIIOETHCST XIPYPriyHUM IIISXOM i 3abesnedye
MEePMAaHEHTHUM JIOCTYT, MO0 BKpall BayKJIWUBO JJIsS
BUYACHOTO BBEJICHHS 3Ki 1 YCYHEHHS TiMTOTJIiKeMil ).

Cupuii kykypynssuuii kpoxmaib (CKK) Buko-
PUCTOBYIOThH JIJISI JIIKYBaHHS TiIIOTJIIKEMil Y XBO-
pux Ha I'X I miteit 3 mouarky 1980-x poxkis [2,12].
YuicdikoBaHux peKoMeHAIlill CTOCOBHO BiKy
nouatky BBezieHHS CKK nemae. Haituacrime BBo-
a1 CKK y partion autunm Mixk 6 1 12 Micsisgmu
sxutTs. [leperpasmoBannas CKK BinbyBaeTbest 3a
yyacTi amijia3u, KiJIbKiCTh SIKOI MOKe OyTH Hezo-
CTAaTHBOIO JI0 2 POKIB JKUTTSI, TOMY IOYMHAIOTH
BBouTH CKK i3 MiHIMa/IBbHOI KITBKOCTI 3 HACTYTI-
HUM TIOCTYTIOBUM 11 30iibineHHsM. Ile 3a0e3mneuye
nojiniiiennst  TonepantHocTi jgo CKK. Taxi
no6iuni epextn CKK, ik MeTeopnsM, 31y TTs i [ia-
pes, 3a3BUYall CAMOCTIHHO 3HUKAIOTH IIPOTSITOM
2 TwkHIB. Y 6ararboX BHINAAKax /ISl YCYHEHHS
no6iunux edexris CKK 3acTocoByioTh npemnaparu
MaHKpeaTUuyHuX (HhepMEeHTiB, TPOTe iX PYTUHHE
BuKopucTanisg He parionanbie. CKK posmernio-
€ThCS JIy’Ke TMOBIIbHO, 3a0e3meuyioun crabiibHe
i MOCTYTIOBE HA/IXO/[PKEHHS TJIIOKO3U B KDOBOHOCHE
pycJsio, MATPUMYIOUM TaKUM UYWHOM CTaJui
PT mpotsirom tpuBasoro vacy [1,4,13,15,24,26].

3arajpbHO pekoMeHzoBaHa KiabkicTh CKK
ctanoBuTh 1,6 T/Kr ifeasqbHOI Macu Tijia KOXKHI
3—4 ron nuist giTeit mostozmioro Biky i 1,7—2,5 r/Kxr
KOKHi 4—5 rox (inkon 6 Tof) I CTapIInX JiTel,
MiUTITKIB 1 fopocyanx. HesanesxHo Big camorouyT-
TSl IUTUHU POBOJASTH PeryJsipHuil KoHTpoJsib PT
nist 3abesnedeHHst cTabiIbHOTO MeTaboiTHOTO
KoHTpoJst0 [13]. PekoMeHyt0Th BUKOPUCTOBYBa-
i CKK ogHOro i Toro caMmoro BUpoOHUKa, a 3aMi-
Hy (3a morpe6u) CKK Ha mpogyKT iHIIOTO BUPOO-
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HUKA TIPOBOASATH TiJi KOHTPOJIEM HYTPHUIIOJIO0TA
i peresibHOrO MOHiTOpUHTY PT.

CKK wmoxna 3wminryBaTu 3 BITbHUMH Bif
caxaposn, GPyKTO3U i JaKTo3u (hOpMyTaMU, BiJThb-
HUMU BiJl IIyKPY COEBUMU (POPMYJIaMU, BIIBHUMU
BiJI I[yKpY HarmostMu i/ab0 Bozo1o0.

B ineani xkinbkicte CKK 3BaxyioTh Ha Barax
1 Ji1iie 32 BiZICyTHOCTI TaKOI MOKJIMBOCTI — BUMi-
pofoTh crtosoBuMu Joxkkamu. Kimpkicts CKK
B OJHIN CTOJIOBIN JIOXKII TPUOJN3HO CTAHOBUTD
8 1. 3azBuuait CKK posBomars tak: 1 r Ha 2—3 Mo
PIIHM, TIPOTE TS KUIBKICTh MOKe OyTH Oi/IbITOI0
3aJIe)KHO  BiJl 1HAMBINYaJbHUX TOJEPAHTHOCTI
Ta Bog00anb. TaKoK MOTYyCKAOTh PO3BEICHHS 3 T
y 10 vt pigunn. Kibkicts pigutu 3611bIyI0Th 32
HAgBHOCTI TaCTPOIHTECTUHAJIbHUX CHUMIITOMIB.
[Ipn mpboMy peTenbHO CTEXATh 3a YACOBUMU
CUTHAJIAMU [IJII  YHEMOXKJMBJIEHHS TPOIYCKY
3actrocyBanHd CKK. barpkam pexoMeHAYOTH
MIPOKUIATHCS TI0 Yep3i, 100 YHUKHYTH JeTPUBaIiii
CHY 3 HACTYITHUM IIPOITYCKOM TO/IyBaHHs [24].

MouiropyBanus PI' € HeoOXigHuM 1715
aJIeKBATHOTO KOHTPOJIIO 3aXBoptoBaHHs [4,13,24].
Yacri Busnauenus PT 060B'93K0BI 1711 IEPBUHHO-
TO TpU3HAYEHHS IETOJOTIYHUX PeKOMEeHIaIlii
i HACTYITHOTO 3aTOOITaHHs PO3BUTKY TIiTIOTJTiKeMil.
Pesynpratu wmomitopunry PI poxymenTtyiorsh
repesl KOKHUM BIi3UTOM 10 JIKapsl U PeryJio-
Banus BBenennda CKK, mietu ta H3I. leranbHo
3anucyioTh 4ac, PI, BXXuBaHHA ycCiX TPOMYKTIB,
CKK i HamnoiB, (hi3su4HNX HaBaHTAKEHb TPOTSITOM
2—3 nHiB 110 Bi3UTY 710 JiKaps. Y pasi 3MiHU 1031
CKK, Busnauaiors PI' uepes 4 rox, a Hamami —
3 TOJMHHUMU iHTEpPBAJIAMU [IJIS BCTAHOBJIEHHS
yacy, 3a gkuii BBemena no3a CKK mpusene
mo PI' >3,9 mmoub/n. Yactuit mounitopunr PI°
TAKOK TPOBOJASATH y BUIMAJAKY 3MIiHU M[O/IEHHOI
aKTUBHOCTI, IMKIJIBHOTO PpO3KJAAy, a TaKOX
IIPU 3aXBOPIOBAHHSIX.

MoHITOpPHUHT PiBHS JIAKTaTEMIily KPOBi 32 /10110~
MOTOI0 TOPTATUBHOTO JIAKTAT-METPY MOKe JIOMOB-
HUTHU TJIIOKOMETPII0, 0COOIUBO T/l Yac 3aXBOPIO-
BaHb IUTHHM, TIPU IIBOMY 3amo0ira€ rocTpomy
HOTIPIIEHHIO CTaHy, TocIiTatizanii i/abo curnari-
3y€ MpO HEeoOXiAHICTh HEBIAKIAAHUX 3aXOJiB.
3acTocyBaHHSI JIaKTaT-MeTPy € OLJIbII BHUIIpaB/a-
HuM 1ipu I'X Ta, wisk mpu ['X 16 [24].

[lle ommum incTtpymenToM KouTpomaio PT
€ cucrtema TpuBajgoro MoHiTopunry PI, gky
PYTHUHHO 3aCTOCOBYIOTbY MAIli€EHTIB 13 IIYKPOBUM
miaberom [3,24]. TIpobreMoIo € 3MEHIIEHHST 4iTKOCTi
BU3HAUEHHS HU3bKUX PIiBHIB TJIIOKO3U KPOBI,
y 3B'SI3KYy 3 UMM MOXKHQ <IIPOIYCTUTU» TillOIJIi-
KeMifo (10, 3a JaHUMH OJHOTO 3 MOCTiIKEHb,

craHoBUTH O13bK0 20% yeix Bunaakis). Cucrema
MOsKe OyTH KOPHCHOK Y BU3HA4€HHI aCUMIITOMA-
TUYHUX TinmorJikeMit [3,23,24].

ITpn PI'<3 MMomb/51 TPU3HAYAIOTD JIIKYBaHHS
rinoryaikemii. CuMiIToMaMy TIIIOTJIKeMIil €:
JietTaprist, M's130Ba C1abKiCTh, HYI0Ta, 3aHETTOKOEH-
Hd, TpeMmop, NoToBuiijJeHHd. IIpoTe B mesaxux
BUIIA[IKaX MOKe He OYTH CUMIITOMIB Tilorrikemil,
TTOKU PiBEeHb TJiKeMii He csATHe BKpall HU3BKUX
3HadeHb. JIikyBaHHS TimorJylikeMil TPOBOJSATD
y nBaetanu. Criepiry BiznosooTh Pl 3a fomomo-
rol0 BBENEHHS IBUAKUX [Kepesa TJII0KO3U
(posunn 20% rmiokosu). Hamani autuni gaoTth
gerkuii mepekyc a6o CKK ans miarpumanus
Hanesxxnoro PI'. Vi mamientn 3 I'X 1 moBunHi
HocuTu Opacjer i3 BiamosizHowo ingopmarliero,
OCKIJIbKM BYaCHa HEBIJKJa/Ha JOIIOMOra € JKUT-
TEBO BayKJIMBOIO 1711 HUX. SIKIIO eIi3011 TinorikKe-
Mii TOBTOPIOIOTHCS, HEOOXITHO BUSIBUTH IPUYUHY i,
3a reobxianocri, meperssinyti 103y CKK [31].

V neaxux BUmNagKax OaTbKU JIS 3am00iranHs
rinmorsikeMii TTeperofioByIOTh MiTeH, a 1ie MOXKe
NPpU3BECTU [0 HAJHUIIKOBOI Baru 1 HaBiTh
10 TIiABUIIEHOTO HAKONMUYEHHS TJIIKOTEHY,
dKe 3 4acoM CIPUYMHSIE TilMepiHcyJIiHeMiio Ta
iHcysinopesucTeHTHiCTh. HaamipHe crioxkuBanHsa
CKK a6o BkuBaHHS HOTO GJIM3BKO 10 MPUAOMY
IDKI MOJKe 3HU3UTU alleTUT MijJyac OCTAaHHbOTO,
3MEHIIYIOUM HAJXO/KEHHS HYTPIEHTIB 1 CIpU-
YUHSIOUN HyTPUTUBHUN Aedinut. OKpiM TOrO,
[EepPEero0oByBaHHsI MOKe IIOTIMOII0BATH JIaKTaT-
alKI03 1 NOTiPIIYBATH FACTPOIHTECTUHAJIbHI CUM-
nromu [ 1,24,29].

BaxknmuBo peryJsisipHO BU3HA4YaTU 3PiCT, Macy
TiJIla, CITiBBiIHONIEHHS Maca/3picT, iHAeKC MacHh
Tisia 1 0OBij TOJIOBU B maiieHTiB i3 ['X. 3Minu
napamMeTpiB i3UTHOTO PO3BUTKY MOXKYTh BKa3y-
BaTU Ha HEIOCTATHIN MeTabOiIYHUIl KOHTPOJIb.
Axuro micas mepernsAny MI€ETH, PEKUMY 3aCTO-
cyBanusi CKK i H3I mapamerpu ¢izuunoro
PO3BUTKY He MOJIIIIYIOThCS, JUTUHY HAIPaBJIsi-
I0Tb Ha KOHCYJIbTAIIIO 10 €HJIOKPUHOJIOTA.

IlizHi ycknagHenns ta Hacaiaku X I tumy

[Tamientu 3 I'X [ MatoTh pU3UK PO3BUTKY OCTe-
o1mopo3y. AzeKBaTHWIT MeTabOJIYHUN KOHTPOJIb
i3 moBHUM 3abe3nedyeHHsSIM TOTPeG y MaKpo-
1 MIKDOHYTpPi€HTAaX JJa€ 3MOI'Y YHUKHYTH BTPATU
abo 3menIeHHst KicTkoBoi Macu. OG0B I3KOBUMHU
3acobaMu KOHTPOJIIO € JEHCUTOMETPisi Ta BU3HA-
yenns pisusg 25-OH D.

IToparpa — ni3He ycKJaHEHH 3aXBOPIOBAHHS.
JloTpuMaHHs AIETUYHUX PEKOMEHJAIliil Ta aje-
KBaTHUIT MeTaOOIIYHNN KOHTPOJIb MOXKYTh 3aI0-
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Tabnuys 3
PekomeHao0BaHi NpoayKTH Ta CTPaBU B PaLioHi NaLi€HTiB
i3 rikoreHoBolo xBopo6oto | Tuny

Tabnuys 4
3abopoHeHi NpoAyKTH i CTPpaBU B paLlioHi NaLieHTIB
i3 rnikoreHoBoio xeopo6oto | Tuny

lpyna . Mpoayktn lpyna . MpoaykTh
NpoAyKTiB NPOAYKTIB

MonoyHi He 6inbLue ogHiei nopuii Ha geHb: MonoyHi Mopo3veo

BUPOGYU 1 nopuist HU3bKOT XUPHOCTI MOJIOKa BUPOGU Conopki oryptm
(COEBOro YM MUraanbHoro) Conopke MOnoKo
1 nopuisi HU3bKOI XXUPHOCTI NOrypTYy 6€3 LyKpy Kpynu Kpynu 3 fonaBaHHsM pyKTiB abo LyKpy
45 r TBEpAOIO CHPY Xni6o6ynoyHi | Xni6 i3 poaauHkamm

Kpynu PisHomaHiTHi, 6€3 fofaBaHHs LyKpy BMpPO6U Madpinu

Xni6O6YN04Hi | Binnii NLUEHNYHMA a60 XUTHIR X7i6 Conopki 6ynoykm Ta Bunika

BMPO6M Kpekepy, MaLa Badcpni
bicksitn Kpoxmarnb Byab-AKi NPoLyKTU 3 Kpoxmanem

Kpoxmanb KopwuyHeBwii i 6inui puc i3 AofaBaHHAM LyKpy
MakapoHy (6axaHo 3 TBepAMUX COPTIB Barar
NLIEHNLL) Osoui Byab-aKi 3 fogaBaHHAM LyKpy, MOSIOKa, cupy
MonkopH KyKypyasa, ropox, Mopkaa
TapTunbs TomaT

. bina kapronma ®pykTH YCi IHLUT CBIXI, KOHCEPBOBaHi, Cyxi (DPyKTH

OsBovui YCi HEKpOXManm1CTi 0BOMI, BKITHOHA0HM cnapxy, Msico Cy6rpoaykTt
Kanycty, LnuHar, Kaba4ok, UMby, 3eneHi JKu1pHi coptn M'sca
606w, piny, 3eneHb MpuroToBneHi 3 AOAABAHHAM

DOpyKTn JlumoH, naim, aBokano XMpY M'ICHI CTpaeu

M'aco lNicHe nTalwnHe, ANOBUYE, CBUHAYE, prb'aqe Bobu/ropixu | Yci 3 ;oaasaHHaM Lykpy

Bo6w/ropixu | Yci 6061 Ta ropixu Cynu BepLUKOBi Kpem-Cynu

Cynu Yci cynu Ha 6yrbiioHi, 3BapeHoMy Ha YKupu TpaHCXWPK, HACKYEH XupH
[03BOMNEHNX M'ACi, Kpyrnax v oBo4vax KoKoCoBe Macno

Kupu KykypynssHa, pancosa, nnsHa, rap6y3osa, CyMiLLi fns eHTepanbHOro xap4yBaHHs,
coesa onii Ta COyCu Ha iX OCHOBI 36araveHi cepefHbONaHLIOroBUMM

ConopoLy 3aMiHHUKN LyKpy, CyKpanosa, fekcTposa Tpurnilepnaamu
100% KyKypyA3sHUiA Ta pUCOBUIA CUPONK Conopoui Yei iHLWi LyKpw, LyKepKu, cvponu, 36aradeHui
Be3uyKkpoBi xene Ta nyanHrn hpYyKTO3010 KYKYPYLA3AHWIA CUMPON, Mes,
Llykepku Ha OCHOBI [1EKCTPO3M mensca, cop6iTon, TPOCTUHHWIA LiyKOp, COKK

GIirTH BHCOKMM PIBHSIM CE€YOBOI KHCJIOTH Y KPOBi,
3arpos3JiMBUM II0/I0 PO3BUTKY mozarpu. llarien-
TaM, CXWJIbHUM /10 HaIlaJiB TOJarpy, PeKOMeH/1y-
10Th BIZITIOBIIHY €Ty i MPU3HAYAIOTH aJIOTTYPUHOI
(i3 peTebHUM MOHITOPUHTOM HOTO MOOIYHMX
peakIliii y BUTJSA/I CUHAPOMY TillepuyTIUBOCTI
it cunzipomy CriBerca—/[skoHCOHA).

IHumi gieToorivHi acneKTu

Y nesaxux mamieHTiB, MONPU peTesbHe JA0TPH-
MaHHS JIIETOJIOTIYHUX peKOMeH Iallil, crocTepira-
€TbCS TIEPCUCTYBAHHS MiJIBUNIEHNX PIBHIB TPUTJIi-
LepUIiB 1 XoJecTepuHy. Xo4ya HaCaiIKH TilepJiili-
nmemii ipu I'X 1 BUBUamCs TMPOTSATOM TPUBAJIOTO
yacy, A0ci He BUpOOJIeHA €HA CTPaTeris 010
MIPOTHO3YBAHHSA i JIKYBaHHS IMi3HIX 11 HACJI/IKIB.
BuBuamicss HyTpuileBTMYHI Ta MeIUKaMEHTO3HI
aCIIeKTH BIJIMBY, BKJIIOUAIOUN JIOCJI/PKEHHS Xap-
YOBUX BOJIOKOH, CTATHHIB, HialluHy i pub'srdoro
sxupy. Ha cborofHi MpomoBKy€EThCS TOCTIIKEHHST
BIUIMBY CepPeHbOJIAHITIOTOBUX TPUTJIIEPUIIB Ha
3HMIKEHHS PIBHIB XOJIECTEPUHY 1 TPUTTIEPUAIB
y KpoBi. Bugsiseno edextuBHicth BiTaminy E
y 3HUZKEHHI 9acTOTU iHQEKIINHUX 3aXBOPIOBAHb

i 36ibIeHH] KiTbKOCTI HEHTPO(DIIIB y MaIli€HTiB
i3 I'X 16 [9,24].

VY HuKYeHaBe[eHUX TabJIMIAX HaBeIeHOo iH(pOP-
Maliifo 1oa0 pekoMenaoBanux (Tabu. 2) ta 3a60-
porerux (tabs. 3) MPOAYKTIB y PpalioHi AUTHHU
3 I'X 1, a Takosk 11010 morped MnaiieHTiB B OCHOBHUX
Xap4YoOBUX HYTPIEHTAX Ta eHeprii 3aJeKHO Bijl BIKY
(Tabm. 4).

Pexomenpamii qutnni 3 I'X 1 [1,2,9,24]:

1. IIpoBeseHHss BCiX HEOOXiAHMX BaKIMHALINA
BiITIOBIZTHO JI0 AIF0YOTO KasjeHmaps: mpodiTakTud-
HUX IIEIJIEHb.

2. YHWKHEHHS 3aCTOCYBaHHS MEIUKAMEHTIB,
SIKI MOJKYTh CIIPOBOKYBaTH Tinorsikemito. O60B's13-
KOB€ O3HAMOMJIEHHS 3 I1HCTPYKI€I /10 HOBOTO
MeIMYHOTO TIPETapaTy, 3aCTOCOBYBAHOTO YIIEPIIIE.

3. JlosoBani (hizuuni HaBaHTaXKEHHS BiJIIOBiJI-
HO 710 BiKYy, IpoTe TpoeCciiitHuil CIIOPT Ta y4acThb y
CIIOPTUBHUX 3MaraHHsIX IPOTHUIIOKa3aHi depe3
PHU3UK ypaskeHH TeyiHKH.

4. PeTenpHa peryssipHa Tiri€eHa pOTOBOI TIOPOSK-
HUHW Ta PEryJsIpPHUIl MOHITOPUHT 3/I0pOB'st 3y0iB
JIUTUHH.
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5. Y pasi iHTEPKYpEHTHUX 3aXBOPIOBaHb —
rocIiTasizallis 3 TOBHUM 0OCTEKeHHSIM TUTUHU.

6. O60B'a3K0Ba HasgBHICTb B quTHHK (b0 YJie-
HiB i poaunu) mpu cobi <«aBapiiHOTO JICTa»
3 yciero HeobOXizHOo0 iH(OPMAIiE MIO0A0 HEBi/-
KJIa/{HOI JIOTIOMOTH 1 roCIiTari3alii, a TaKoK HasIB-
HICTb allTEUKHU.

7. Hocinns Gpaciery 3 HeoOXigHOIO iH(pOpMa-
I[I€I0 JIJII BYACHOIO CIIOBIIEHHSI Ta HaJlaHHS
HEBiJIKJIaHOI JJOIIOMOT'H.

3Bakaioun Ha Te, Mo ['X HalIekuTh 10 PiaKic-
HUX CIAJKOBUX 3aXBOPIOBaHb, 10 BUKJIOYAE
MOJKJIUBICTh TIPOBEJEHHS BEJIUKUX 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/

76 ISSN 2663-7553 Cyuacua neaiarpis. Ykpaina 3(107)/2020



