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CnapkoBi, MeTaboniuHi Ta BPOAXKEHI
3axXBOPIOBAHHSA NEYiHKU B AUTAYOMY BiLli:
NUTaHHS AiarHOCTUKU, KOHCEPBaTUBHOIO
Ta ONepaTUBHOrO JIiIKyBaHHSA

Halue BuaanHs NPONOHYE A0 yBaru ynTavie matepiann HaykoBo-npakTuyHOT KOHpepeHLUT «AKTyanbHi MATaHHS AUTAYOT
renaronorii», aka sinbynacsa 17 tpasua 2017 . 8 koHpepery-3ani Y «IHcTuTyT negiartpii, akywepcrea i rinekonorii Ha-
uionaneHoi akanemii megmnaHnx Hayk ( HAMH) Ykpainuw» (nani — 4Y «INAI HAMH Ykpainu»).
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CumnosiyM «CnaakoBi MeTaGoniuHi Ta BpOAXeHi 3aXBOPIOBAHHS
neyiHky B AUTSHOMY Billi» Bigkpus npodecop Oner LaapiH — ronos-
HUWA no3awTaTHUA cneuianict MiHicTepcTBa OXOPOHM 340POB’'A
(MO3) Ykpaiuu 3 guTa40i racTpoeHTepoJiorii Ta HyTpuuiosoril, 3a-
BigyBad BipaineHHs npobsiem xapuyBaHHS Ta COMaTUYHMX 3aXBOPIO-
BaHb AjTe paHHboro Biky AY «INMAI HAMH YkpaiHu». Y CBOilA gono-
BiAj BiH pO3risiHyB HaibinbL Npo6eMHI NMTaHHs eTionoril, natore-
He3y Ta AiarHOCTMKM ypaXeHb Me4yiHku npyu MetabonivHunx
3axBOPIOBAHHSAX Y AiT€lA PAHHLOT O BiKy. 51K 3a3Ha4YMB Crikep, KN04Oo-
Ba POJib LbOro opraHa B MeTtaboniami 6inkis, ninigis, Byrnesogis,
MiKpOENEMEHTIB Ta BiTaMiHiB BU3HA4Ya€e 3Ha4YHy 4acToTy natonorii
NeYiHK1 NPy CNaikoBUX Ta BPOAXEHUX MeTaB0iYHNX MNOPYLLEHHSX,
sika NPOSB/ISETLCA:

® YPaXEHHSIM renaToumTis, BHACNIAOK HAKONUYEHHS Ninigis, riiko-
reHy abo iHLLIMX NPOAYKTIB, 3 PO3BUTKOM LIMPO3Y NeYiHku abo KaH-
LleporeHesoMm;
naTosiIoriYHUMK 3MiHaMM XOBYOBUBIAHUX LLISXIB Mig, BMJMBOM
MOCUAEHHS JIITOrEHHOCTi XOBYi, MOB’A3aHAMWN 3 HOPMYBAHHAM
HEMOBHOLLIHHUX XOBYHUX MILEN 3 NiABULLEHUM PiBHEM XONecTe-
PUHY Ta 3HUXEHUM BMICTOM docdoniniaiB Ta XOBYHUX KUCIIOT,
BUHUKHEHHSIM XONeniTiasy.
KniHiuHi nposiBv natonorii nediHkv npy MeTaboniyHnx 3axBopio-
BaHHSIX, ik NiAKPECIMB AON0BIAay, B OCHOBHOMY HecneuudiyHi  Mo-
XYTb BUHUKATU BHACAIAOK:
rnopyLeHHs dyHKLUii NepoKCUMCoM (CUHAPOM LlenbBerepa);
nopyLeHHsi MeTaboniamy XOBYHUX KUCNOT;
MOPYLUEHHS LMKy CEYOBMHU (HEQOCTATHICTbL apriHasu);
nopyweHHsi MeTaboni3My aMiHOKUCIOT (EHINKETOHYPIsA, TUPO-
31HeMis1, xBopoba «iJIEHOBOIo CUPOMy»);
¢ nopyLueHHs MeTaboniamy ninigis (xeopo6a Himana — Mika, Tun C;
xBopo6a Mowe; xsopoba BonbMaHa);
nopyLueHHs MeTaboni3My BYrIEBOAIB (ranakTo3eMisi, ppykTose-
Misl, xBopo6a HakonuyeHHs raikoreHy IV tuny).
JlaBopaTtopHa giarHocTuka uiei natonorii, okpim 6a3oBux aocni-
[XKEHb (rII0KO3a B KPOBI, ra3n B KPOBi, €1EKTPOAITU B N1a3Mi KPOBI,
TecTu YHKUji NeviHkn, JochimKeHHs cedi), Bkniovyae MeTaboniyHi
Tectu (y nnasmi KpoBi — nakTart, amiak, HeeTepudikoBaHi Gopmum
XUPHUX KUCNOT; Y cedi — cneundiyHi Byrnesoam, amiHOKMCIOTH,
OPraHivyHi KUC/0TK), @ OCTATOYHUA AjarHO3 BCTaHOBIOIOTL 3a A0M0-
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MOr0l0 BU3HAYEHHS1 aKTUBHOCTI (pEPMEHTIB, BignoBsigansHux 3a BPO-
oxeHi MeTaboniyHi NOpPYLLEHHS, Ta BUSIB/IEHHS CTPYKTYPHUX aHOMaJTil,
LLO CNPUYUHSAIOTb CNaaKoBi MeTabonivyHi 3aXBOPIOBaHHSA.

Ocob6nusy yBary O. LLlagpiH NnpuAinve opraHiyHuM aumMaemisim,
AIKi KNiHIYHO NPOSIBAAIOTLCA CUHAPOMOM PanToBOi CMEPTi HOBOHA-
POAXEHWUX, CUHAPOMOM rOCTPUX HEBPOJIOTYHMX MOPYLLEHb (CYA0MMU,
pO3naau ANXaHHS, M’I30Ba rNOTOHIA), YaCTUM GTI0BAHHAM, THXKU-
Mu MeTaboniyHMMuM posnaaamu (rinornikemisi, KETo3, 1akToaunuaos,
rinepamoHieMist), 3HWKEHHsIM TEMNiB pocTy. [lonosigay npeacrasus
CIU1aAHWIA Y AiarHOCTMYHOMY NAaHi KNiHiYHWiA BUNagoKk MeTUIMano-
HOBOT aumaypii y autuHm BikoM 1 pik 9 Mic, sika noctynuna o siggi-
NleHHs Npo6ieM XapyyBaHHA Ta COMaTUYHUX 3aXBOPIOBaHb AiTel
paHHboro Biky Y «IMAI HAMH YkpaiHu» 3 giarHo3om: «MyHkLjio-
HaNbHUIA 3anop. BpoaxeHa Baga poO3BUTKY TOBCTOrO KMLLIEYHUKY?
CvHapoM ManbgurecTii. BropuHHa naktasHa HepgoCTaTHICTb. [ena-
TUT. 3aTpumMkKa i3M4HOro Po3BUTKY. JediunTHa aHeMist nerkoro
cTyneHs». CTaH naujeHTa po3uiHioBaBCA K THXKUA 32 paxyHOK pe-
umnamsylodoro 61oBaHHa Ta MeTaboniyHMX po3nagis, TaKOX 3axXBO-
PIOBaHHS NPOSABASNOCA BiACYTHICTIO aneTuty, 3anopoM, 3Ha4HOIO
BTPATOI0 Macu Tina, 4aCTUMW aLETOHEMIYHUMWU Kpu3amu (Tpuui
3a niBPoKy), MASIBICTIO, COHAMBICTIO. OCTaTOYHMIA AjarHo3 MeTUIMa-
JIOHOBOI auMAypil BCTAHOBAEHO 3 YpaxyBaHHAM MidBULLEHHS PiBHS
OpraHiyHMX aMiHOKMCNOT B Ceui, BUSIBAIEHOO Mif, 4ac 06CTEXEHHs
B LleHTpi opcaHHux 3axBopioBaHb (Kuis). O. LUaapiH 3a3HauuB, wo
NPOrHo3 WoAao Pi3MYHOro CTaHy Ta PiBHA NMCUXIYHOrO PO3BUTKY NO-
DiBHMX XBOPUX 3aNEXUTb Bifl TAXKOCTI, GOPMU 3aXBOPIOBAHHS
Ta CBOEYACHOrO NPU3HAYEHHS afieKBaTHOrO JliKyBaHHs, 6€3 sikoro
y 6inbLUOCTi AiTel us naTonoris CNpudnHAE NneTajibHUi KiHeub. Ha-
BiBLUM MOPIBHANIbHY XapakTepUCTUKYy OCHOBHUX NPEACTaBHMUKIB
rpynu renaTtonpoTEKTOPIB, HA 3aBEPLUEHHS MPOMOBU Criikep nig-
KpPecnuB nepesarn 3aCTOCyBaHHA YPCOAE30KCUXONIEBOI KUCIOTH
NpPW 3aXBOPIOBaHHSX NEYiHKW Y AiTeN.

BepneHHIo aiTel i3 GiniapHOIO aTpesieio B KOHTEKCTI MKHAPOAHUX
KNiHIYHUX HacTaHOB 6yn0 NPUCBAYEHO AONOBIAb 3aBigyBaya iHpek-
LiiHO-60KCOBAHOTr 0 AiarHOCTMYHOIO BifAiNeHHs HavioHanbHoT auTS-
Yol cnewjanisosaHoi nikapHi (HACI) «OXMATOUT», acucteHTa kade-
LPY OUTAYNX IHDEKLLIHMX XBOPO6 HaLiOHaIbHOro MEOUYHOIO YHIBEP-
cutety (HMY) imeHi 0.0. BoroMonbusi Paicu MOCTOBEHKO.
Po3rnsiHyBLUM NUTAHHA NOLUMPEHOCTI, eTionorii, natoreHesy Ta kna-
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cudikauii 6iniapHoi aTpesii, cnikep onpunioaHANa paHi aHaniay icTopii
xBopo6 GinbLue COpoka NauieHTIB i3 L€l NaToorieto, NPoikoBaHUX
y BinaineHHi 3a octanHi 7 pokie (2010-2017 pp.), Ta, 30Kpema, 3a3Ha-
yuna, Wwo:

e ceponoriyHe 06CTEXEHHA AO3BOMIIO BUSIBUTU LIUTOMEranoBi-
pycHy iHdekuiio y 18 (43,9%) aiTelt, Mapkepm BipyCHUX renatuTis
(aHTu-HBcor (M+G) Ta aHTU-HCV) — y 5 (12,2%) nauieHTis, BIJ1-
iHpekuiio — B 1 ANTUHK;

MarHiTHO-pe30HaHCHY xonaHriorpadito nposeaeHo y 53,6% aiteit
Ta BCTAHOBNAEHO TWNK aTpesil: | Tun — B 1 (2,4%) antuHuw, Il —
4(9,7%), Il — 9 (21,9%) nauieHTiB, y pewutn — HeaudepeHLjiio-
BaHWIA TUM;

6ioncilo neviHku BukoHaHo ¥ 31,7% piTeii: y Beix BusiBneHo 6ini-
apHWIA LMPO3, y 1 AUTUHM — renaToLeNoNAPHUIA pak;

e onepawilo HaknaaaHHA NOPTOeHTepoaHacTomMo3y 3a Kacai
3a 0CTaHHi 2 poku npoBeaeHo y 8 (19,5%) nauieHTiB.
MpepacTaeneHi pe3ynbTaTi CBigYaTh NPO T, WO KOMIIEKCHE 00-

CTEXEHHs1, ike NPOBOAWUNK Y BiAAINEHHI, He BiACTae Bif Cy4acHOro
€BPONENCLKOro anropuTMy aiarHoctuku GiniapHoi aTpesil (Lancet,
2009), arigHo 3 AKMM:

® y MaLjiEHTIB 3 HASIBHICTIO KOH'lorauiliHoi xoBTsHuuj Ta 6inoro 3a-
GapBneHHs Kaly cnig BUKM04YaTH AediumT a,-aHTUTPUNCHHY,
TORCH-iHdekuii Ta MyKoBiCLMA03;

® K CKPMHIHI BUKOPUCTOBYBATH Y/IbTPA3BYKOBE AOCHMKEHHS (Y3 )

neYiHku;
3a BiACYTHOCTi PO3LUMPEHHA BHYTPILUHLOMEYIHKOBUX XOBYHUX
npoTokie s Bepudikauil aiarHo3y nposoauTu 6ioncilo neviHkuy;
3a HasABHOCTIi PO3LUMPEHHS BHYTPILLHBONEYiHKOBUX XXOBYHUX NPO-
ToKiB ab0 konM 0OCTPYKLiA NPOTOKIB € CYMHIBHOIO, 3any4aTy
MarHiTHO- pe30HaHCHY XonaHrionaHkpearorpadilo, eHAO0CKONIYHY
peTporpaaHy XxonadriornaHkpeartorpadiio abo nepkyTaHHy TpaHc-
neyviHkoBy xonaHriorpadito, papiciaoTonHe CKaHyBaHHSA NEYiHKK,
DiarHOCTUYHY NanapoTOoMIlo.
Jonosigay aeTanbHO BUCBITAIUNAG OaHi Ornsay HauioHanbHUX
Ta MixkHapoaHux 6araToLeHTPoBUX peecTpiB GiniapHoi aTpesii, ony-
6nikosaHoro B «Journal of Hepatology» y 2016 p., 3okpema peay’b-
TaTu NiKkyBaHHS NaujeHTiB i3 GiniapHOI0 aTpesielo 3 BUKOPUCTAHHAM
onepauil 3a Kacai, a Takox naHi BpuraHceKoro peecTpy Woao cra-
TUCTVKW BUXMBAHOCTI npu GiniapHiii atpesii. Kpim Toro, P. MocTtoBeH-
KO NpeacTaBuia pekoMeHaauii Woao nepeaonepauiifHoi niagroTosku,
TaKTMKN eEeKTUBHOro NOCTXIPYPriYHOro MEHEeMKMEHTY nicnsi npo-
BEAEHHS NOPTOEHTEpPOAHACTOMO3y 3a Kacal Ta noganbLioro cno-
CTepeXeHHs XBOpPUX 3 LLIEKD NaTOJIOTiIEI.

Mpo 3006yTkK BITYN3HAHOI TPAHCMNAHTONOTII B rany3i Xipypri4Ho-
ro nikyBaHHS NPy TAXKIA naTonorii neviHky y aiteid 4oNoBiB ciyxavyam
CTapLUKiA HAYKOBMIA CMiBPOGITHMK BiaAiny TpaHcrnaHTauii Ta xipyprii
neyinku Y «HaujioHanbHWiA iHCTUTYT Xipyprii Ta TpaHcnnaHTonorii
iMeni 0.0. WanimoBa HAMH Ykpaitu» fimMmutpo ®enopoB, skuii Big,
rpynu aBTopiB IHCTUTYTY NPeACTaBUB AOMOBIAb «[]0CBiA TpaHCcnnaH-
Taujl NeyiHky BiA, XUBOro POAYHHOIO AOHOPA Y AiTel B YKpaiHi». Po3-
noBigaoyn Npo iCTOPID PO3BUATKY TPAHCMIAHTONOrIT, BiH 3ayBaXwvB,
LLIO NepLua ycriluHa nepecaaxa usoro opraHa Big, xusoro goHopa byna
BUKOHaHA y AUTUHKU. Criikep noiH$pOpMyBaB NPUCYTHIX NPO BUAU
TpaHCaHTaLi NeyYiHKK, 30KpeMa npo TPYMHY CrniT-TpaHcnnaHTaLiio
Ta iMNaaHTaujio NiBoi laTepasibHOI CeKLji neviHku, OTPUMAaHOI Bif, Xu-
BOrO AOHOPA, Ta 3BEPHYB YBAry Ha He10Jikiu YHHOTo 3aKoHy YkpaiHu
Bia 16.07.1999 p. N2 1007-XIV «[po TpaHCcnnaHTawjio OpraHis Ta iHLIMX
aHaTOMIYHUX MaTepianis NAvHI», AKUi Nnepenbayae «NpeayMnuiio
He3roau» Npyu TpaHcniaHTauji Big TPYNHOro AOHOPA Ta MOX/MBICTbL
nepecagku neviHkv TiNbKW Bif, XXUBOro AOHOPA, MPUHOMY BUKITIOHHO
y BUNajKax, KoM peumnieHT i aoHop nepebyBaioTb y wiliobi abo e
6113bkMKM pogudamu. NMokasaHHAMK A0 TPaHCIIaHTALLi NeviHKu Ta,
BiANOBiOHO, BHECEHHSA NAUiEHTa B IMCT O4iKyBaHHA Y AiTEA HAW4acCTi-
we e:

® XONneCTaTMyHi 3aXBOPIOBAHHSA Ta BPOMXEHI Baan po3BuTky (6ini-
apHa aTpeaisi, xsopoba Baiinepa, xsopoba Anaxuns, nepeuHHUA
CKNEPO3YIOUMiA XONaHriT, ayToiMyHHUIA renatuT) — a0 90% ycix
TpaHCnnaHTaLii;

MeTaboniuHi 3aXBOPIOBAHHA (HEAOCTATHICTL O,-BHTUTPUINCUHY,
xBopoba BinbcoHa — KoHoBanosa, cuHapom Kpurnepa — Haid-
apa, rnikoreHo3 | Ta IV Tmnis);

NEepBUHHI NYXJIMHK NediHku (renatobnacToma, reMaHrioeHaoTe-
nioMa, renaTouenioNsipHa KapuMHOMa);
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® BipyCHi 3axBOPIOBaHHS (LUPO3 NeYiHKWU BHACNAO0K BipYCHUX rena-

TuTiB BTa C).

LLlo ctocyeTben GiniapHoi aTpeail, To, ik NigKpecMB NPOMOBEL,
onepauis Kacai moxe 6yT1 BUKOPMCTaHA SIK «MiCT» A0 TPAHCIUIAHTa-
Lii neviHkwn, oaHaK € ePEeKTUBHOIO ULE B TPETUHI BUNAaKIB | 3HA4YHO
NiaBULLYE PU3KUK YCKJIAAHEHb Y NOCTTPAHCIIAHTALINHUA nepioa
3a paxyHOK BUpaXXeHOro crnankoBoro npoLiecy B YePEBHii MOPOXHK-
Hi T MOXJTMBUX CENTUYHUX YCKNAAHEHb, TOA] AK 30/I0TMM CTaHAAPTOM
NikyBaHHS Npw Liid naTonorii € TpaHcrnaHTauis nediHkv. «4um kpatuuin
NOYaTKOBUIA CTaH peLMNIEHTA, TVM BWLL LUGHCKU HA XOPOLLWI peayiib-
TaT onepadji», — Haronocus [l. ®enopos. BiH noiHdpopMyBaBs yyac-
HUKIB KOHEPeHUil Npo pe3ynsTaTh NporpaMun TpaHcnaaHTauii neYiH-
KV Bij XXMBOrO POAMHHOIO IOHOPA Y AiTei, AKa YCMILLHO peanidyeTscs
B Y «HauioHanbHWin iIHCTUTYT Xipyprii Ta TpaHcnaaHTonorii iMeHi
0.0. Wanimoea HAMH YkpaiHu», 3okpema po3noBiB, L0 B Nnepiog,
2001-2016 pp. y uboMy 3aknaai 6yno npooneposaHo 160 naujeHTis,
B TOMY uucni 89 aitei: y Ginblue nonosunu (57,3%) i3 HUX gjarHocTo-
BaHo biniapHy aTpesito; 12,4% — kpunroreHHuiA umpo3; y 10,1% aitei
BWSIB/IEHO renaTouesioNIsipHy KapumMHoMy. Haitbinblu «<xepTOBHUMMU»
JOHOpPaMu, 3a cloBaMu crikepa, 6ynv 6aTbku nauieHTiB (MaTepi
cTaHoBunu 56,2%; Bin 6aTbka neviHky oTpumanu 26,0% ajiteir). Mo-
iGHI onepaTUBHI BTPY4aHHA XapaKTepuayBanucs 3Ha4HOIO CKNaaHic-
TIO, TPUBANICTIO (3arasbHWil Yac onepauil B cepegHbOMY Csras
61m3bko 12 roa), kpososTpatoio (A0 1000 mn KpoBi).

0. ®eopoB 3BepHYB yBary Ha Te, LLO B HU3Lj BUNaKisB y AOHOPIB
BWSIBSUTM aHATOMI4HI 0c06.IMBOCTI NEeYiHKOBMX BEH, AiKi 3HA4HO ycknaa-
HIOBA/IU NPOBEAEHHA TpaHcnaHTauji. YeniluHo nogonatw uj npobne-
MU ZOMOMOTU po3po6ieHi BYUEHUMM iIHCTUTYTY OpUriHabHI cnocobu
BEHO3HWX PEKOHCTPYKLi, 3aXuULLEHi TPbOMA BiANOBIAHWMM NaTeHTa-
Mu. Cepep nicnsonepaujiiHux yckiaaHeHb Nepesaxanu Kpuau Big-
TOPrHeHHs, GiniapHi Ta iHdekujitHi nopyweHHs. Hapasi B iHCTUTYTI
cepepHsi neTanbHiCTb NpU NOAiGHUX onNepaTUBHUX BTPYYaHHSIX, SK
3asHa4yMB QonoBigay, CTaHOBUTL 6—16% (3aN1eXHO BiL TAXKOCTI ne-
peaonepauiifiHOro CTaHy nawieHTa Ta TUny 3axBOpIOBaHHS ), a 5-piyHa
BWXMBaHICTb gocsarae 80%.

Nig6usaroum nincymku aonosigi, . @enopos aayBaxvs, LLO NoAai6-
Hi peaynbTaTi BignosifaloTb AAHUM CBITOBUX AOCNIOXEHb, a TpaHC-
nJaHTauif NeviHk1 K EAMHWIA paauKabHUIA METOA NiKyBaHHA neaia-
TPWYHUX NALJEHTIB i3 TEPMiIHANBHUMMU CTAAJSIMY XPOHIYHMX 3aXBOPIOBaHb
noBuHHa 6yTn pekoMeHAoBaHa A0 GiNlbLL LUIMPOKOrO BUKOPUCTAHHS.

Mpo6Gnemi GiniapHoro cnagxy B neaiaTpii NpMCBATUNIA CBOIO AO-
nosiab 3aBinyBay kagpeapu auraumnx xsopob N2 2 BiHHuubkoro HMY
imeHi M.1. Muporoea, npodecop Bepoxixa Alyauuk. BoHa nosicHuna
cnyxadam, LLIO ClagX-CUHAPOM — Lie CTaH 3aCTOI0 XOBYI B XXOBYHOMY
MiXypi Ta YTBOPEHHA1 B HbOMY 3aBUCi, O CKIAAaETbCA 3 KPUCTANIB
XONEeCTEePUHy, coneii kanbLito, 6inky. Lleit cuHapoM HakyacTile Bu-
ABNSAIOTL NPy Y3/ XO0BYHOIO Mixypa, Take nopylueHHs y GinbluocTi
BMMNaAKiB € NOYATKOBOK CTafielo XOBYHOKAM'sHOI xBopotu. dono-
Bigay npeacTaBuia OCHOBHI NONOXEHHS knacudikauii, NpUunHMn
(cepen sikmx 0co61MBO BMANMIA ATPONEHHWIA BNUB, 30KpeEMa 3a-
CTOCYBaHHA aHTUGIOTUKIB LLehanoCnopMHOBOrO psay) Ta MEXAHI3MU
po3BuTKy GiniapHOro cnagxy, HaBiBLwK GaKTopH, O BIUIMBAIOTb
Ha Moro GopMyBaHHS y AiTel, A0 AKMX BigHecna:

* HecnpuATAMBUIA Nepebir iHTpaHaTanbHOro nepioay, nepeayacHe
HapOMKEHHS;
NOPYLUEHHA BEreTaTMBHOrO CTaTyCy Y ZiTOA CTapLuoro Biky;
nedopmauil XOBYHOIO Mixypa;
NopyLUEHHS eHTeporenaTUYHOI LUPKYAL;i;
TpuBany PisionorivHy XOBTAHULIO;
PaHHi nepexia Ha LWTYy4YHE BUrOA0BYBAHHSA;
HeabanaHcOBaHe Xap4yBaHHS.
¢k Big3Haumna NnpomoBeub, cneumdivHux CUMNTOMIB UjEl naTo-
noril He icHye, BoHa MOXe NPOosBIATUCH 60/1bOBUM CUHAPOMOM Pi3HOT
iHTEHCMBHOCTI B paBoMy nigpebep’i, 3HWKEHHAM aneTuTy, HyaoTolo,
6n10BaHHSAM, MOPYLLEHHAM XapaKTepy BMNOPOoXHeHb. B. dyaHuK Ha-
ronocuna, Wwo 6e3 cnagx-CUHAPOMY He iCHYE xonecTasy, Ta Haraga-
nla ayauTopil OCHOBHI KNiHIKO-MAaTOreHeTUYHi acneKTu Ta NpUHLMNK
NikyBaHHs ujei naTonorii, Hagana indopMauilo Npo nepesarn 3acTo-
CYBaHHSA npenapartiB ypCoAe30KCMX0NiEBOI KUCNOTU, NepeBipeHi
Ha BflaCHOMY A0CBiAi BUKOPUCTaHHSA LMX NpenaparisB y AiTei 3 nopy-
LIEHHSIM KONOIAHOI0 CKNaay XOBui.

TeMy ypaxeHb Ne4iHku npu MeTaboniuHUX 3axXBOPIOBaHHSAX Y iTe
PaHHbLOro BiKy NPOAOBXWIA 3aBigyBay kadeapu negiaTpii pakynste-
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Ty MiCAKAMNAOMHOT OCBITU BiHHUUbLkoro HMY iMeHi M.I. Muporosa,
npodecop Jlapuca Muna, akueHTyBaBLUW yBary Ha NUTaHHAX gude-
PEeHUjifHOT AiarHOCTUKKM NaTonoril y HOBOHapoakeHux. Criikep poa-
rNsiHyNa OCHOBHI NPUYMHW PO3BUTKY OAHOMO 3 HaWGINbL TAXKMX
Ta CKIaAHUX Y AiarHOCTUYHOMY acnekTi CUHAPOMIB Y AiTei Lboro
BiKy — MaTONOriYHOI XOBTAHULL, — Cepef AKMX BUOKpeMuna:

® jHdekuii (cencuc, aataxHuiA omdanit, iHdpekuii ce4oBUBIAHNX

WnXiB, BPOmKeHu cuodinic, Tybepkynbo3, TOKCONIa3aMoa,

nicTepioa, repneTu4Hi Ta eHTepoBipyCHI iHdeKUii, BipyCHI rena-

MM B ta C);

® eHAOKPUHHI xBOpobW (rinoTWMpeos, rinonityitapmam, rinokopTu-
LM3M, HeLlYKpOBMiA giabert, rinonapatvpeos);
CYAvHHI xBopobu (BeHooKN03uBHA xBopoba, reMaHrioeHaoTeNi-
oma, gedexTu niMmdpaTuyHoT CUCTEMU);
® TpMBaJie NapeHTepasbHE XapyyBaHHs;
® MeOWKAMEHTO3Hi YPaXKeHHS;
BPOMXEHY NATOJIOrio NeYiHKK (BHYTPILUHLONEYIHKOBUIA X0NecTas,
cuHapom Anaxuns, 6iniapHa aTpesin, rinonnasis BHyTpilUHLONE-
YiHKOBMX XOBYHUX MPOTOKIB, CIMEAHMIA BHYTPILUHLOMEYiHKOBUM
xonecras);
* MeTaboniuHi Ta reHeTUYHi NopyLUeHHs (ranakTo3eMisi, ppykToae-
Mifi, O,-aHTUTPUNCUHOBA HEAOCTATHICTb, KICTO3HMIA }iGpo3,
xBopoba HimaHa — MMika, HeitposicuepanbHa xBopoba, XBopotiun
HakomnuyeHHs 3 odpranbMonerieio, xsopoba owe (ninigoaum),
xBopoba BonbmMaHa, cuHapom Lienbserepa, aumaemii);
imionatnyHi X0BTAHMU] — TpanasoTLCa B 50-80% BUnaakis.
OcobnuBy yBary J1. lNuna npuainuna ranakrosemii — xeopobi 3 ay-
TOCOMHO-PELIECUBHUM TUMOM YCMafKyBaHHS, NPU SIKOMY AediuuT
<dbepMeHTiB, 3aaisHUX y npoueci MeTaboniaMy ranaktoa — ranakro3o-
1-pocharypupuntparHcdepasu (aediumT Npu3BoaUTL 40 PO3BUTKY
K/IaCMYHOI rastakTo3eMii), ranakTokiHasu Ta ypuamHamndocdoranakroso-
4-eniMepasw, BU3Ha4Yae TPWU OCHOBHI TMMK 3aXBOPIOBaHHSA. HakonuyeH-
HA B KPOBI ranakToau abo ranaktoso- 1-pocdary (npu knacuyHiii Gopmi)
CMPUYMHSIE PO3BUTOK PO3YMOBOI BiACTANOCTi, KaTapakTu, renarury,
ypaxeHHsi Hupok. KniHiuHi nposBu xBopobu, cepes, Akux AOMIHYE XOB-
TAHULA 3 HenpsMolo rinepOinipyGiHemieto, Ak 3a3Hauvuna AoNoBipay,
3'ABNAIOTLCA AyXEe PAHO — yXe Ha 2—-3-i AeHb XUTTA NiC/IA BXWBAHHS
MOJIOKa, asle Ha 5—6-1i eHb XWUTTA HEMOBIAITU 10 X CUMITTOMIB Npy-
eaHyloTeCs 6moBaHHs (37%), aHopekcis, aiapes (7%), Hanaay rinorni-
Kemil, y 6inbLuoCTi XBopux 36iNbLUYETECS NeviHka (90%), TakOX Ans Takux
navujeHTiB xapakTepHa 3Ha4YHa BTpaTta Macu Tina (54%), natTorHOMOHIYHWIA
CUMITTOM — NMOMYTHIHHS! KDULLITASTMKA — BUHUKAE Yepe3 AEeKUTbKA TUXKHIB.
Tsokkuii nepebir xapakTepHuii Ans KIaCU4HOI raakTo3eMil 3 Hy/IbOBOIO
aKTMBHICTIO ranakTo30-1-pochatypuamnmpaHcdepasn — 6es nikysaH-
HS1 3 NPMBOAY KAXEKCIl Ta LIMPO3Y NMediHKK, NOB'A3aHUX 3 LEIo NaTonorieo,
noMupaloTL 6;IM3bko 75% XBOpUX AiTeid. S3HAYHO YacTille BUSIBNSIOThH
Opyruii Tun 3 ZediuutoM pepmeHTy 10 10% Big Hopmu abo aediuuTom
ranakrokiHaau, Npu IKOMy B Nepios HOBOHAPOMXKEHOCT AT MOXYTb
BUIISLAATUA 300POBUMM i JIULLIE HA NEePLLIOMY POLY XUTTS BUHAKAIOTb Ka-
TapakTta, reratomeranis 3 NocTynoBUM PO3BUTKOM LMPO3y, ane 6e3
PO3yMOBOI BincTanocTi. TpeTiii sapiaHT (Duarte), BUKNMKaHWIA SHKEHHAM
aKkTMBHOCTI pepMeHTy 6nm3bko 50% Big HopMu a60 aediuuToM enime-
pasu, K1iHIYHO NPOABAAETLCA Ti/IbKM HENEePEeHOCUMICTIO MOJIOKa
(npm 36epexeHiit akTMBHOCTI akTaau). J1. Nuna 3ayBaxwna, WO B CBITi
iCHYIOTb CKPMHIHIOBi METOAMKN 4151 PAHHBOIO BUSIB/IEHHS XBOPOOU — TeCT
Bytnepa i Tect Xinna, a HewoaaBHO 3'ABMBCA e oanH — Florida test.
Y HawiiA kpaiHi gna audepeHuiiiHoi nabopaTopHOI AiarHOCTUKK rasak-
TO3EMIT BUKOPUCTOBYIOTb BU3HA4EHHS PiBHSA GinipybiHy, TpaHcaMiHas,
FIOKO3U, TECTU YPUHOAI3UCY Ta AOCHIIKEHHS aKTUBHOCTI ranakTo3o-1-
dochatypuauntpaHcdepasu.

Benuky 3auikaBneHiCTb ayauTopii BUKJIMKAIM NpeacTaBieHi no-
noBigayYeM KiiHi4Hi BUNaaxu ranakTto3eMii y HOBOHapOIKEHUX, B O4HO-
My 3 fIKUX NpoBOAMAN audepeHuiiiHy aiarHoCTuKy uiei natonoril
3 BPODKEHUM igionaTyHWUM Ta BipyCHWUM renatutaMu — ocobmBIiCTIO
BUNaaxy Gynu BiACYTHICTb rinornikeMii, aHeMisi, HeraTUBHUM TeCT
ypuvHoniaucy. [liarHo3 ranakro3eMii 6yio nigreepmxeHo 3HWXKEHHSAM
aKTUBHOCTI ranakTo30-1-pochatypupmnrpaHcoepasu 1o 0,13 oa./r
(Hopma — 6,0-30,0 oa./r).

3aBepLuyioun AONOBiAL, Crikep akUeHTyBaa yBary Ha Takux Mno-
JIOXKEHHSIX:

® napeHxiMaTo3Ha XOBTAHWULS Y HOBOHAPOMMXEHWUX MiCNS BUKITIO-
yeHHs BipycHux renatutiB i TORCH-iHdbekujit € npusogom ans
o6cTexeHHs1 Ha MeTaboiuHi 3aXBOPIOBaHHS;

* npu 6yab-IKOMY TPUBAJIOMY 30UIbLLEHHI NEYiHKW Y AMTWUHM Ha Nep-
oMY POLi XUTTS, 0COOMBO NPU NOEAHAHHI 3 KaTapakToio,
YPaXXeHHAIM HUPOK Ta LEHTPaNIbHOT HEPBOBOI CUCTEMM, NOTPIOHO
BUKJIIOYATU raslaKTO3eMilo;

® HeraTtuBHI CKPUHIHIOBI TECTM NPM NOAIGHIA KNiHiYHIA KapTUHI €
noka3aHHAM A0 AOC/IAXEHHS aKTUBHOCTI B epuTpoumuTax
ranakro3o-1-dbocharypuaounrpaHcdepaau.
FenarocrnneHoMeranito ik NposiB Ni30COMHUX XBOPOO HaKOMN4EH-

Hsa (JTXH) 3 nornspy reHeTuka poarnsiHyna aasigysad LieHTpy opdan-
Hux 3axsopioBaHb HACS «OXMATAWUT» Hatania Miuxkyp. JaBwun
3araibHy XapakTepucTuKy Nis30COMHUM XBOpoDaM, crikep HasBana
OCHOBHi CUMMTOMM, SiKi MOXYTb JOMOMOITU NPaKTUYHUM JlikapsiM 3a-
nigoaputu noaibHy naTonorito:

* rpybi pucy 06am4ys i ripcyTnam;

3aTpuUMKa BI3UYHOMO | PO3YMOBOIO PO3BUTKY;

aedopmadii ckenerta, KOHTPaKTypH;

Nporpecytoyi HEBPOOriYHi NOPYLIEHHS — CYA0MMU, aTaKkcis, BTpa-
Ta HabyTUX HABMYOK;

¢ cninota (CUMNTOM «BULLIHEBOI KICTOUYKM», aTpodis 30pOBOro He-
pBa) abo rnyxoTa;

® renatocnaeHoMeranis.

KniHiunmia nonimopdoiam JIXH gonosigay npoinoctpysana ¢oto
naujeHTiB i3 NposiBaMu nerkux ¢GopM 3axsopioBaHb (raprosoiaHi pucu
0611448, NynKoBa kuna, 3MiH1 BUrisigy KUCTEr pyk npuy MykonoJica-
xapupoai | Tuny). ®enokonii JIXH, 3a cnosamm H. Mivkyp, nputamaH-
Hi LiniiA HW3LI iHWKX cNakoBMX Ha HAOYTMX 3axBOPIOBaHb, TOMY
BaX/IMBUM ETArOM AJiI BCTAHOBJIEHHS AjiarHoay € nabopaTtopHa dia-
rHOCTUKA, 30KpeMa Mop¢onoriyHe 4OCNMKEHHS, ke AACTb 3MOry
BUAIBUTU CrneumndidHi 03HaKN BHYTPILUHLOKIITUHHOrO HAaKOMUYEHHS
naToNoriYyHOro cybcTpary B Pi3HUX KIITMHAX | TKAHUHAX (Y NyHKTaTax
KiCTKOBOIO MO3Ky, NeviHku, cenesiHku). TpeTiM piBHeM AjarHOCTUKM
¢ 6ioxiMiyHa Bepudikauia, 30kpeMa CeNEKTUBHUIA CKPUHIHT LLTAXOM
AIKICHOTO Ta KiflbKiCHOrO BU3HAYeHHs1 MeTaboniTiB, L0 HAKOMWUYYIOTb-
cs (rniko3aMiHorlikaHiB, onirocaxapuais, Cynb¢paTuaiB); BA3HA4YEHHS
aKTUBHOCTI XiTOTPiO3MAa3un (MakpodaranbHOro Mapkepa, sikuii ao-
3Bonsie 3anigo3puTth xsopoby Mowe, HimaHa — [lika, BoabMaHa
Ta BifICYTHIi Npu cnaakoBMx NopylweHHsx metaboniamy niniais).
OcTaTo4Ho nigTBEPAMTY AjarHo3 AornomMarae aHani3 akTMBHOCTI Big-
noBigHux GepmeHTiB Ta JHK- giarHoCTVKA Ha 3aBepLUaibHOMY eTani.

HagasLum BuiepnHy iHpopmauiio npo xsopoby Molwe — coiHro-
ninigos, SKWA BUHUMKAE BHACNIAOK AedeKTy reHa, BianosigaibHOro
3a cuHTe3 ¢pepMeHTY B-rniokouepebpo3naasm, Ta NPoABAAETLCA
MY/IbTUCUCTEMHUM YPAXKEHHSIM i3 PO3BMTKOM renatocruieHoMerani,
naTonorieto KiCTOK («KiCTKOBi KpU3u», OCTEONEHisi, 0OCTeoNnopo3),
TPOMGOLIUTOMNEHIEI0, aHEMIEI0 Ta HU3KOIO IHLIMX CUMITTOMIB, MPOMO-
BeLb NOAINIAcs 3 KoJieraMu JOCBiLOM BeASHHS NALJEHTIB i3 PisHUMKU
TMNamu uiel xeopobu. 3010TMM CTaHZAPTOM AiarHOCTUKM XBOPOOM
lowe, 3a cnosamu H. MNiukyp, € éH3MMOAjarHOCTUKA — BUMIPIOBaAHHS1
aKTUBHOCTI B-riokoLepebpo3naasu B iefikoumTax.

He MeHwW A0CTynHO NS LWMPOKOi ayauTopii, 3 BUKOPUCTAHHAM
MaTepianis BlaCHUX CMIOCTEPEXEHb, A0MNOBiAaY NPeACTaBUIa BUNafaoK
xBopobu NMomne — rnikoreHo3y 3 ayTOCOMHO-PELIECUBHUM TUMOM
ycnaakyBaHHS, NOB'A3aHOro 3 HeJOCTATHICTIO KUC/0T ManbTasu.
KniHi4yHO naTonoris NposBASETLCA NPOrPeCcyoUo0 AereHepaLicto
M’A30BOT TKAHUHK (CKEeNEeTHOI, AMXabHOI, cepLeBoi), a Ans niaTsep-
JIDKEHHS aiarHoay, ik nosicHuna H. MNiykyp, BAKOPUCTOBYIOTh KiSIbKiCHE
BU3HAYEHHA aKTUBHOCTI PepMeHTY 3a AOMOMOro MiHIMaibHO iHBa-
3UBHUX METOAUK, 30KPEMa i3 3aCTOCYBAHHSIM BUCYLLEHUX MM
KPOBi (MeToa € uiHHUM ans ckpuHiHry JIXH, ane nae HapTo 6araTto
XMOHOMO3UTUBHUX PE3YNbTATIB), TOAI AK MONEKYAPHO-reHEeTUYHUA
aHai3 € BaXIMBMM NSl BUSIBJIEHHS HOCITB MyTauil. Ha 3BepLueHHs
[OMnoBiAi cnikep Hapgana anropuTM AiarHoCTMKKU xBopobu MNomne
Ta noiHdopMyBasa npo CrekTp 3axBOpIOBaHb, siKi MOXYTb OyTy aia-
rHocToBaHi B LieHTpi opgaHHux 3axsoptoBaHb HOCH «OXMATAUT »:

* meTaxpomatudHa neitkopgmctpoodis, GM1-ta GM2-raHrnioannosu,

xBopo6a KaHaBaHa, xsopo6a Kpa66e;

xBopo6a owwe (yci Tunu), xsopoba dabpi;

xBopo6a HimaHa — Mika;

MYKONiNifo3um, cianinosu;

MyKononicaxapuaoau;

xBopoGa Momne;

MITOXOHAPINBHI 3aXBOPIOBAHHS, 3yMOBJIEHI MyTaLisiM1 MiTOXOH-
gpianbHoi AHK (cunapomu MILS (maternally inherited Leigh’s
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syndrome — yCcnaaKOBHMWIA 32 MaTePUHCHLKOIO JliHIEI0 CUHOPOM

Jest), MELAS (mitochondrial encephalomyopathy, lactic acidosis,

and stroke-like episodes — MmiToxoHapianbHa eHuedanonaris

3 iHcynbTOnogibHuMK enidogamu), MERRF (myoclonic epilepsy

with ragged red fibers — mioknoHivHa eninencisa 3i ppaHUMu

M’'SI30BUMU BOJIOKHAMM)).

JletanbHille 3 cy4acHMMU NigxogamMu A0 NikyBaHHSA FikoreHosis
03HailoMuna ayauTopilo AoUeHT kadenpu 3aranbHOI NpakTvKK (Ci-
MeliHoi MeguumHu) HMY imeHi O.0. BoroMonbusa Anna FopobGelb,
[0 OCHOBHMUX HAaNPsIMKIB IKOr0 BOHA BigHecna:

® HYTPWUTUBHY Teparnilo;

® CMMNTOMATMYHE JliKyBaHHA NopyLieHb 3 60Ky NeyiHk1, HUPOK,
CepLieBO-CYAUHHOI CUCTEMM, KULLIEYHUKY;

® KOpPEKLIIo reMaToori4HUX NopyLUEeHb (aHeMii, HeirTponeHii Ta aguc-
¢yHKuUiT HeUTpodiniB);

® TpaHCnIaHTaujio NeYiHKu.

OcHOBHy yBary criikep Nnpuainuna HyTPUTUBHIN NiATPUML, ska BBa-
XaETbCH OCHOBHUM METOA0M JliKyBaHHS MPU MiKOreHo3ax i BKovae:

® NiATPUMAHHSA HOPMOTAIKEMIi (BMICT rNioKO3M Ha PiBHi HE MeHLLe

3,9 MMonb/n) 3a LOMOMOroio roAyBaHHA 4aCTUMU MaJlMMK Nop-

LifIMM 3 JOTPUMAaHHSAM OOHAKOBUX IHTEPBaB MiX NpUiioMamu

xi; BKNIOYEHHS NpoaykTiB, 6araTtux Ha CKNafHi ByrneBoau;

e Kopekuilo rinepninigemii, rinepnakraremii Ta MetaboniyHoro
aumnoay,
® HopMaizauilo PyHKL|T NeYiHKW Ta XXOBYOBUBIAHMX LLAAXIB.

Y pitei ia rnikoreHo3amMmn Heo6XigHO BUKITIOYATU 3 paLlioHy nNpo-
OYKTH, WO MICTSATb caxapo3y i nakTo3y, sk niakpecnuna nonosigad,
OCKiNbKW Le MOXe CNpOBOKYBAaTWM PO3BUTOK NnakKTaTauupoay,
NoB’A3aHOr0 3 NOPYLLEHHSM MeTaboiaMy hPYKTO3M | raslakTo3u BHa-
cnigok gediuMty rmioko3o-6-docdara3u. [na BUrogoByBaHHS He-
MoBnsT A. MopobeLb pekoMeHAyBasla BAKOPUCTAHHA crnieuiafibHUX
cymieit (coesux popmyn 6e3 Lykpy abo Ppopmyn, BinbHUX Big caxa-
PO3K, PPYKTO3N i NaKTO3N, 3 A0AABAHHAM AEKCTPUHMATBTO3U T KPOX-
Manio), YiTke AOTPUMaHHS 2—3-rofgUHHUX iHTepBaJliB TA 30HAOBE ro-
OyBaHHSl AMTUHMW BHOMI 32 AONOMOIOI0 OPOracTpasibHOro 30HAa abo
racTPOCTOMIYHOI TPYOKM.

Cepegn ocobnMBoCcTeNA XapuyBaHHa AiTeilt Monoauworo Biky crnikep
Ha3Bala [OAATKOBE BBEAEHHS BiTaMiHHO-MiHEepaJIbHUX KOMIIEKCIB
(3 KOHTPOJIEM PiBHS1 OCHOBHUX M2KpO- T2 MIKpOEIEMEHTIB Yy CUpOoBaT-
Ui KpoBi), NpodinakTuky 0CTeonopo3ay, A0AABAHHS CUPOro KYKypy-
O35HOro KPOXMaUTIo (CTBOPIOE Aero roKo3u B KpoBi), 3a notpebun —
KOPOTKi KypCy NaHKpeaTU4HNX HepPMEHTIB.

HapasLum cnyxa4aM iHdpopMaLilo npo NpoayKTH xapvyBaHHS, 4o-
3BONEHi Ta 3a60pOHEHI AN BXUBAHHA OiTAM 3 rNiKoreHo3amu, Ta no-
Tpeby B OCHOBHWUX XapYOBMX HYTPIEHTaX MPK Pi3HUX TUMax Liel NaTo-
norii, Aonosigay BU3Ha4Mna 0CHOBHi NPUHLUMNW e EeKTUBHOCTI HYTPU-
TUBHOI MiATPUMKK:

® KOHTPOJib FNikeMil — 33 ONOMOrol0 MIKOMETPIB abo cucTem
6e3nepepBHOIO KOHTPOJIIO PiBHS FIIOKO3W;

® KOHTPOJIb lAKTaTaUMA03Y;

® ouiHka Pi3MYHOro po3BUTKY AUTUHU — MNOro0 3aTPMMKa MOXe

CBIi4MTW NPO HeJoCTaTHIN MeTaBoNiYHUIA KOHTPONB, @ AKLWO KO-

pekujsi XxapyyBaHHS He Cnpusie HopMati3alii NOKasHUKIB, peko-

MEHAYEThCS KOHCYNbTalis eHOOKPUHoNora.

Ha ninTBepaxkeHHs1 HeobXioHOCTI cBOE4YACHOT kKopekuii meTabo-
NiyHUX po3anagis A. Mopobeupk HaBena KiiHiYHWIA BUNagok nepebiry
rnikoreHo3ay | Tuny, konu 6e3 BianoBigHOT HYTPUTUBHOI NIATPUMKK
y nauieHTa BUHUKIN BigcTaBaHHsA y $isUdHOMY PO3BUTKY, Nporpecy-
BaHH#A renaroMeranii, ypakeHHs1 HUpOK Ta reMaTonori4Hi 3MiHK (aHe-
Mis1, neiikoneHis, HelTponeHin).

3asigyBa4 KUiBCbKOro MiCbkOro AUTAHOr0 raCTPOEHTEPOIOriy-
Horo ueHTpy Hapia 3aiueBa Ha noyaTky CBOEI AONOBIAj LWMpO no-
OsikyBasia CBOIi anibMa-Marep — AY «IMNAIT HAMH Ykpainu» Ta BunTe-
nam — O.M. JNlyk’aHosiin, M.J1. TapaxoBCbkOMYy — 32 AONOMOTrY
y BuGopi xutTeBoro wnsaxy. MNpomMoseub noginunaca 6aratum oo-
CBigoM pudepeHUjiiHOI AjarHOCTUKM rinepTpaHcamiHa3emil HeBipyc-
HOT eTionorii, HaBiBLUK LikaBi Ta Weapo NPoiNCcTPpoBaHi BUNaaKu
TakK1X NaTonorin, fk:

® MaToJsIori4yHa 3aTSXXHA XOBTAHWULSA Y AUTUHU 3 MiKOr€HO30M;

® (dpykTasHa HeaoCTaTHICTb, MiATBEPKEHA 32 AONOMOrolo ao-
chipxeHHA 6ionTaTy KULLEYHUKY;

® XPOHi4YHUIA NIIMGNIO3 i3 NposiBamMu cTeaTopel, aMinopel, kpearoper,
PpeaKTUBHOIO renatuTy Ta HasBHICTIo aHTTIN IgA+M + G a0 nambniis;
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aTunoBa ueniakisi, acouiiiosaHa 3 HLADQ7+, y AMTWHMK i3 3aTpuM-
KOI0 Di3NHHOro pO3BUTKY 3 NOMNEpPEeaHiM AiarHO30M anepriyHoro
OepMaTUTy Ta peakTUBHOT apTponaril;

reTepo3vroTHa ¢popma MyKoBicLMA03Y, NiaTBepAKeHa BUAB/IEH-
HeM MyTauiit dF508 Ta 2,3DelE reHa CFTR y AUTUHK 3 XPOHIYHOIO
CTeaToPEEI0 Ta 3aTSXHUM KalljeM;

3HUKHEHHS] CUMIMTOMIB ayTUCTUYHOIO CrieKTpa Ha Tii Npu3Ha-
yeHHs1 6earnioTeHoBOoT Ta 6e3ka3eiHOBOI AieTH.

OcobnuBy yBary crikep npuainuna poni nopyweHb NPOHUKHOCTI
KMLUEYHUKY B P0O3n1aaax B3aeMO3B’ 3Ky «KMLLEYHUK — MneyiHka —
roJIOBHUIA MO30K», IKOMY MPUMUCYIOTb YHaCTb Y BUHUKHEHHI XBOpOO
ayTUCTMHHOrO CMEKTpa, Ta PO3MNOBiNa NPO OCHOBHI HANPSIMKU KOPEK-
uii UMX posnagis, y TOMy YUCi 3aCTOCYBaHHS Mpenaparis, WO MICTATb
KOMMAEKCHU aMIHOKUCNOT, NPoBIOTUKK.

AxueHT Ha naTonorii renatobiniapHoi cUCTEMM, SiKa BUHUKAE Ha TN
3anasibHUX 3axXBopIoBaHb kniueyHuky (33K) y aiteid, apobuna 3asigysay
kacenpu negiatpU4HOI raCTpoeHTepoorii Ta HyTprLionoril XapkiBCbKOT
MeaMYHOT akaaeMii MicnsamMnnoMHoi ocsit npodecop Onbra Binoyco-
Ba. Jlonosiga4 o3HailoMuna generatis KoHpepeHLii 3 OCHOBHUMU
BUCHOBKaMK 24-ro €sponeicbkoro ractpotwkHa (UEGW 2016), wo
npoiwoB y xoBTHi 2016 p. y BigHi, AecTpis. BiaaHadeHo, wo 33K e
ofHielo HalbinbLL akTyanbHUX NPO6IeM y CyHacHii racTpoeHTepoorii,
2 TXHi KJiHIYHi CUMITTOMU MOXYTb XapakTepu3yBaTUCa He TilbKu Aia-
peeio, reMOKOoNITOM i BTpaTolo Macu Tina, asie  N03aKkMLLKOBUMM NPo-
fIBaMK, AKi iHoaj 6yBatoTb GiNlbLL BUPaXXEHUMMU, HiX KULLKOBI CUMITTOMM.
¢k Haronocuna crikep, TUbKU 3HAHHS PISHOMAHITHOT KNiHIMHOT KapTUHK
33K no3Bonsie CKOPOTUTU YaC A0 BCTRHOBJIEHHA NMPaBUJILHOO Jia-
rHO3Y, CBOEYACHO NPU3HAYUTV 2AeKBaTHE NiIKyBaHHS1, MOINWKTU AKICTb
XuTTs nauieHTa. O. Binoyc o6roBopuia MOX/IUBI NATOreHETUYHI Mexa-
Hi3MU YpaXeHHS1 NediHKU NPU NaToorii KULLEYHWUKY 3rigHO 3 KNaCUYHOI0
Teopielo GakTepianbHOT TpaHcokauii, ska nepeabadae NinBULLEHHS
NPOHUKHEHHS Yepe3 NOLLKOMKEHUIA KULLKOBWIA eniTenii eHO0TOKCUHIB
i TokcMyHKUX BaKTepianbHUX NPOAYKTIB B CUCTEMY vena portae Ta neuiH-
Ky 3 NoAanblLIUM PO3BUTKOM NEPUXONAHITY, MOPYLLEHHSM eKckpedLlil
XOBYI Ta YP@XEHHSAM XOBYHWUX NMPOTOKIB.

Cnikep TakoX BU3Ha4UMa iHWi YUHHNKN POPMYBaHHS NO3aKULL-
KOBWX NPOSABIB:

® MopYyLUEeHHs! LMTOKIHOBOT perynsuji, Lo NpU3BoanTb 40 akTUBaujl
iMYHOKOMMETEHTHUX KJIITUH Ta CTUMYJIALIT anonToay;

® MigBULLEHWI CUHTE3 aHTUTIN, B TOMY YUCHi NepexpecHo-pearyio-
qux;

® HagMipHe YTBOPEHHS LMPKYNIOIYNX IMyHHUX KOMIIEKCIB;

® ropyLIeHHs CIM30BOro 6ap’epy KMLUEYHMKY 3 MiABULLEHOIO NPO-
nyKuieio 6ioN10riYHO aKTUBHUX @MiHIB — CePOTOHiHY i ricTaMiHy —

i NOPYLUEHHAM MiKpOLMPKY AT,

YpaxeHHs1 neviHKM | XOBYOBMBIAHUX LWnsxiB npu 33K HeopHopia-
Hi, sik 3a3Haumna O. Binoycosa, BOHU BapilolOTb Bif, BiAHOCHO Nerkux
mMeTaboNiuHUX NOPYLLEHb, TAKMUX SIK XXOBYHOKAM'siHa xBopoba i cTea-
TOrenaTur, A0 TXKUX ayTOIMYyHHUX pO3NafiB — nepBUHHOIO CKJIEpO-
3YI040ro XONaHriTy i NepBMHHOrO GiNliapHOro UMpPO3y NEviHKK.

JaHi npo yacToTy ypaxeHHs nediiku npu 33K, sk nosicHuna no-
noBiga4, 3Ha4YHOID MIpOIO 3anexXaTb Bif NOBHOTU 06CTEeXeHHs. Tak,
NiABULLEHHA PiBHA TpaHCaMiHa3 BiA3HA4Y€HO Yy TPETUHU NaLEHTIB
i3 33K, 36inbLUeHHS NEYiHKU PiI3HOro CTYNEHS BUSIBIEHO Y 61U3bKO
NMONOBUHU XBOPMX, A MCTONOrYHE AochnigkeHHs GionTaTtiB neviHku
[03BoNUNO0 BU3Hauut y 50-60% ofcTexeHnx noMipHi 3aMiHu y Bu-
rNsAi XXMPOBOI iHGINbTPAUT, TOAj AIK TAXKI ypakeHHs neviHku Tpanns-
Ncs MeHLLe Hix y 3% xBopux. Cnikep Haragana, Lo 30/10TUM CTaH-
[apTOM AjiarHoCTUKK noAibHoi naTonorii, 3rigHo 3 pekoMeHpaLAMU
€BponeicbKkoro ToBapucTBa NeaiaTpUyHOI racTpoeHTeposIorii, rena-
Tonorii Ta xapdyBaHHs (European Society for Paediatric Gastroenter-
ology Hepatology and Nutrition — ESPGHAN) (2005 p.), € eHgocko-
niyHa peTporpagHa xosneuucrtoxonaHriorpadis Ta MarHiTHo-pe3o-
HaHcHa ToMorpadisi B pexuMi xonaHriorpadil.

«Cepep 3aranbHux nposisiB 33K HaibinbLuy Hebeaneky CTaHOBUTL
NepPBUHHUIA CKJIEPO3YIOUMIA XonaHriT, sikuii B 50-70% Bunaakis noea-
HYETbCS 3 BUPA3KOBUM KOJMIITOM Ta MOXE BUHMKATU A0 MaHidecTau
CUMITTOMIB OCTaHHBOro», — nigkpecnuna Q. binoycosa, 4OAABLUM, LLIO
Lie 3aXBOPIOBAHHA HEYXWILHO NPOrpecye, HaBiTb 3a BiACYTHOCTI Npo-
THArOM TPMBAJIONO YaCy KAiHIYHUX CUMITTOMIB, Ta PU3BOAUTL A0 AEKOM-
NEHCOBaHOIo LMPO3Y NEYiHKA 3 ABULLAMU NOPTASLHOI FinepTeHaii.

BinbLw getTanbHO 4ONOBIAAY 3yNMMHUNACS H2 OCHOBHUX JTIKRPCbKMX
npenaparax, ki, 3arigHo 3 NpakTM4HUMK pekoMeHpaLi MU BcecBiTHLOI




noali TA KOMEHTAPI

racTpoeHTeponorivyHoi opraHiaauji (World Gastroenterology Organisa-
tion — WGA), saacTtocoByioTbes npy 33K, 3ocepeauBLUM yBary Ha ne-
peBarax BUKOPUCTaHHSA npenapariB 5-aMiHOCaniLmnIoBOi KUCNOTH
Ta ypcoae30KCMXONIEBOT KMUCNOTH, Y TOMY YuChi i ans 3anobiraHHs
OHKOJIOTIYHHUM YPAXKEHHSIM KULLEYHUKY, CPOBOKOBaHUM 33K.
Cxnapni nutaHHs exorenartorpadii B nepjaTpil BACBITMB B CBOIN

OOMOoBiAj OAVH i3 NPOBIgHUX daxiBLYB 3 IHCTPYMEHTATLHOI JiarHOCTUKK
IHCTUTYTY AAEePHOT MeAMUMHU Ta NPOMEHEBOI ajarHocTuku HAMH Ykpa-
iHM npodecop Bopue Tapaciok. Cnikep HaaaB yHacHUKaM KOHbepeH-
Lji MOXJIMBICTb HAOYHO O3HAOMUTUCA 3 exorenaTorpadgiyHOI0 KAPTUHOIO
Ta Aj3HaTUCA NPOo AN il HIDAHCKU NPY TakMX 3aXBOPIOBAHHSAX, SIK:

® TOKCOIU1a3MO3 (BOrHULLEBI YTBOPEHHS);

® YCK/IaAHEHHS nicnsa BakumHauii BLPK (BOrHULLEBI yTBOPEHHS 3 Ha-
SIBHICTIO B LLEHTPi HEBENTMKMX Ka/IbLMHATIB);
MyKOBICLMA03 (3MiHK, xapakTepHi anisi 6iniapHOro Lupoay; npu no-
4aTKOBMX MPOSIBAX 3a AONOMOrOI0 BUCOKOHACTOTHOI exorenaro-
rpadii MOXHa BU3HAYUTU YTBOPEHHS HEBEJIMKMX PO3MIpiB;
npyu A0oNNNepiBCbKOMY CMEKTPASILHOMY AOCHAIMKEHHI — OAHO-
Ta ABoha3HMIA CNEKTP KPOBOTOKY, SIKUM CBIAYUTL NPO HAPOCTaH-
HS1 «XOPCTKOCTi» NeYviHKu; 3MiHU B MiALLNYHKOBINA 3an03i, y 10%
XBOPUX — KJIbLMHATA B XXOBYHOMY Mixypi);
TUPO3UHEMIA (UMPOTUYHI 3MiHM, 3a IOMOMOroI0 BUCOKOYACTOT-
HOro Y3/] BUSIBNSAIOTb MHOXWHI BOTHULLEBI 3MiHW NeYiHKK, 36inb-
LLIEHHS HUPOK);
xBopo6a BinbcoHa (36inbLUeHHs NeyiHKK Ta NigBULLLEHHS Ti exo-
reHHOCTI, MPWU BUCOKOYaCTOTHOMY Y3/, BUSABNAIOTL PidHi CTPYK-
TYPHI 3MiHWU Y BUINSiAi OAHOPIOHWMX APIBHMX YLLinbHEeHb abo citTyac-
TOI CTPYKTYPU; NOTOBLUEHHS FICOHOBOI KanCysn Ta CTiIHKKN XOBY-
HOrO Mixypa);
ayTOCOMHO-peLIeCUBHA NONiKICTo3Ha xBopoba HUPOK (renaTome-
ranisi, BOrHULLEBi YTBOPEHHS B HUPKaX, NP BUCOKOHACTOTHOMY
Y30 — api6Hi, 4o 1-5 MM, KicTu B nediHi);
6iniapHa aTpesis (TpuKyTHUI pybeLb y AiNSHL BOPIT NEYiHKM,
3MEHLLEHHSA PO3MIpy Ta 3MiHU (POPMM XOBYHOIO Mixypa, 3MiHU
OBYHMX NPOTOKIB, HAAABHICTL 3BUTKOBOT BACKYIAPM3alLlil Npu A0-
CligXeHHi Y KONIbOPOBOMY pPeXUMI).
[Donosiga4 npeacraBuB cydacHi Metoau Y3/:
enacTtorpadin (BU3Ha4YEHHs1 3CYBHOT XBWi), ika AO3BONSE BCTA-
HOBUTH CTYNiHb $GiBPO3Y NeviHky,

® KiNbKiCHE BU3HA4YEeHHs eXOCTPYKTypM (acoustic structure quanti-
fication —ASQ);

® 3aCTOCYBaHHA KOHTPACTIB Ta OTpUMaHHA 3D-peKoHCTPYKLIi cyauH
neyviHku;

® HaHOTexHonorii.

Mip6uBatoum nigcymku gonosigj, b.Tapaciok NifKpeciuB BRXMBICTL
KOMMIEKCHOro Y3 /] opraHiB 4epeBHOI MOPOXHUHU Y ZITEN, siKe, 3a Aoro
CroBaMM, [O3BONAE KIHILMCTaM, 3 ypaxyBaHHsIM exorpadidHoi cemio-
TUKX ZiarHOCTOBaHOI NaTonorii, BCTAHOBMIOBATU OCTATOYHUIA AjarHo3.

Mpo TapreTHy Tepaniio npy cuHapoMi XXuns6epa po3nosiia AoLEeHT
kadenpu reHeTMKu, akylepcTBa, riHEeKONOoril Ta MEAMUMHU Nnoay
XapkiBCbKOT MeaMyHOI akaaeMil nicnaamnnoMHoi oceitu OneHa Ba6a-
[DKaHSH, HaBIiBLUW aHi CMOCTEPEXEHHS Ta JlikyBaHHs 42 fiTeid 3 ujeto
CMafKOBOIO HETSXKOIO rinepOinipyBiHEMIEID, NOB’A3aHOI0 3i BHUXKEHHSIM
y renarouurax aktmBHOCTI ypuamHpudocdaTrniokypoHinpaHcdepaau
1A1, WO NpoABASIETLCA NEPIOANYHUMU eni3ofamMm XOBTAHULY, AWC-
nencii, acTeHii. Crikep 3a3Haumna, WO Y BCiX 06CTEXEHUX AiTel BU-
SIBNIEHO PYHKLOHASBbHI MOPYLLIEHHS XXOBYHOMO MiXypa Ta XXOBYOBUBIAHMX
LLAAXIB i3 NepeBaXxaHHsIM riNoMOTOPHOI (PYHKLIi XOBYHOIO Mixypa,
y 12 nauieHTiB BigMi4EHO Pi3Hi CTyNeHi XOBYHOKAM'AHOI XBOpOOMU.
Ha nepekoHaHHs aBTopa AonoBigj, HabiNbLL NAaTOreHeETUYHO O6r'pyH-
TOB2HUM JliKyBaHHSIM NpU CUHAPOMI XKunbbepa € 3acTocyBaHHS npe-
napartiB XXOBYHWUX KUCIIOT, 5Ki, NOpsA, i3 TpaauvLiiiHolo Tepanieio peHo-
6ap6iTanom, y ao3i 10 Mr/kr/noby npuaHayanu BCiM nawieHTaM npe-
BEHTUBHMMU KypCaMu NPOTAroM 3 Mic 2 paau Ha pik. Big3HaumsLum
edexTMBHICTb NoaibHoi Tepanii, O. babagkaHsH 3aanpornoHysana 3a-
CTOCYBaHHSA NnpenapariB ypCoAe30KCUXONIEBOT KNCIOTU BXE 3 NepLUMX
[OHIB 3aXBOPIOBaHHA Ta Ha eTani AjarHOCTUYHOrO MOLUYKY.

MNpoTAroM Apyroro rieHapHoro 3acigaHHs agenerat KOHpepeH-
Uil Manu 3Mory noYyTH HU3KY 3MICTOBHUX AOMOBIAEN, NPUCBAYEHUX
ayToiMyHHIl naTonorii neviHku, npobnemMamM TepaneBTU4HOIO CYNpo-
BOAY AiTeil i3 XoNnecTa3oMm, renatoTOKCMYHOCTI NiKapCbKUX 3acobiB.
Takox nposigHi auTsi xipypru HMY iMeri O.0. BoroMosnbLisi — HayKoB-
ui kadeapw puTa4oi xipyprii Ha4oni 3 npodecopom .Y. KpusyeHero —
NpeACTaBWIN BNacHi pesynbTaTi 6araTopiyHol npavy Ta 03HakoMUnu
ayavTopilo 3 CyHaCHUMKU METOAMKAaMU XipypriYHOro nikyBaHHsA npu
naTonorii NeYiHkK Ta XOBYOBUBIAHUX LLAXIB Y AITEN.

Bixtopis Hixonaenxo,
¢oro Cepria bexa

PE®EPATUBHA IHOOPMALLIA

MoTeHumansHO anneprexbie NpoayKTsl pebeHox

AomxeH nonpoboBaTh KaK MOXHO paHbile

MNoagHee BBeaeHue B pauuoH pebeHka npo-
JIYKTOB, SIBMSIIOLLIMXCS NOTEHLMASIBHO afiepreH-
HbIMM, NOBLILLIAET BEPOSITHOCTL Pa3BUTUSA MNK-
LEBOW anneprum — K TakOMy BbIBOAY B X04e
KPYMHOMO NOHIUTYAUHAIBHOrO CCNEAOBAHUSA
npuwwnu ydeHole Yausepcuteta MakMactepa
(McMaster University), MamunsToH, KaHaga.
B 4aCTHOCTH, UCKIIIOYEHWE U3 AETCKOrO pauMoHa MOJIOKA, KYPUHBIX
SIUL, U apaxuca B NepBbIi oA XU3HW NOBbLILLAET PUCK PA3BUTUS CEH-
cubnnusaumm K HUM B AanbHeNLLeM. PedynbTaTbl paboTbl ony6ivko-
BaHbl B XxypHane «Pediatric Allergy and Immunology».

B xoae uccnenoBaHus yyeHble NPoaHaIM3UpPOBaIN COCTOSHUE
agoposbs 6onee 2100 peteit, npoxusaowwmx B KaHage. OHu npuLl-
NI K BbIBOAY, 4TO Y AETEN, YeH PaLMOH NUTAHMS B TEYEHWUE NEPBOrO
rofa Xu3Hu He CoAepXan KOPOBLErO MOJIOKA, PUCK PA3BUTUS CEH-
cubunusauum k HeMy 6bin B 4 pasa BbilUe, Y4EM Y UX CBEPCTHUKOB,
ynoTpebnsBLUMX faHHbIA NpoAYKT (OTHOCUTENbHBINM puck (OP) 3,69;
95% poseputenbHblii MHTEpBan (AW) 1,37-9,08). AHANOrUYHO U3-
6GeraHue KypMHbIX SIML, U apaxuca NOBLILANO PUCK JanbHelLei
ceHcubunusaumm kK HAM B 2 pasa (CeHCUBUU3auns K KypuHbiM
aiuam OP 1,89; 95% AU 1,25-2,80; ceHcubunuaaums K apaxucy
1,76; 95% AW 1,07-3,01). AsTopbl paboTbl 06paTunu BHUMaHUe,
4TO HanbosblLEE NPEMMYLLIECTBO OTMEYEHO B paHHEM 3HAaKOMCTBE
pebeHka C KypUHbIM SIALLOM, NOCKONbKY ero ynotpe6neHue B nepBebie
12 MEC XU3HU 3HAYMTENIbHO CHUXANO PUCK pa3BUTUSI BCEX TPEX
NMULLIEBLIX aJTNEPTUA.

AHaNM3aUpys paumMoHbl IUTAHUA AETEN, yHEHbIE NPULLN K BbIBOZY,
4TO 6ONBLUMHCTBO POAUTENEI OnacaloTcs NpeanaraTb AETAM NOTEH-
UMaibHO ajepreHHble NPoayKTbl, 0CO6EeHHO KypUHble sifiLia M apaxuc.
Tak, Tonbko 3% y4aCTHUKOB ynoTpebnsnm KkypuHbie siiua Ao A0CTU-
XeHus UMK Bo3pacTa 6 Mec, a apaxuc Npo6oBasIM B 3TOM BO3pacTe
nuwb 1% ageteid. Apaxmuc BOCNPUHUMAETCS POAUTENAMU Kak 0C060
annepreHHblin NpoaykT, U 63% U3 HMX He BBOAWSIM €ro B NUTaHUE
neten B Bo3pacte Ao 1roga.

Pykosoautens pa6oTsl aoktop Mankonm Cupc (Malcolm Sears)
OTMETMUN, YTO CEHCMBMNIM3aumsa B paHHEM JETCKOM BO3pacTe acco-
LiMMpPOBaHa C NOBbILLEHHLIM PUCKOM Pa3BUTUS GPOHXMAILHON aCTMBl,
9K3EMbl U aNINIEprmyeckoro pUHUTa B Nnocneayiowme roasl. He Bce
cnyyau ceHcUbunuaauum NPUBOAAT K BOSHUKHOBEHMIO MULLEBOM
anneprum, OAHaKO OHWU ONpPeAeNeHHO ABNSIOTCA BaXHbIM 3TaroM
naToreHesa paHHoW natonornn. OH NOAYEPKHYJ, YTO MOJYYEHHbIE
pesynbTaThl COrnacylTCs C COBPEMEHHLIMU PEKOMEHAALUAMU
Mo BCKapMMBaHMIO AETEW, COMTAaCHO KOTOPBIM, TaKME NPOAYKThI, Kak
KOPOBbE MOJIOKO, KYPUHOE SIULIO U apaxuc, criedyeT npegsiararb AeTaM
B BO3pacTe 4-6 Mec. Takue pekOMeHAALUU — 3TO BAXKHOE UBMEHEHUNE
B MbILLTEHUN — OT MOJIHOrO M3beraHus annepreHHbIX NPOAYKTOB K UX
paHHEMY BBEAEHMIO 41151 CHUKEHUSI pUCKA Pa3BUTHSI NULLEBOM annep-
rmu.
McMaster University (2017) Delayed food introduction increases risk of
sensitization, study finds.ScienceDaily, June 08 (www.sciencedaily.com/releas-
€8/2017/06/170608123531.htm).
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