MIHICTEPCTBO OXOPOHH 3JI0POB’ 51 VKPAIHU
JIEPYKABHE IIIITIPUEMCTBO «JIEPXKABHUI EKCIIEPTHMIA LIEHTP
MIHICTEPCTBA OXOPOHHU 3/I0POB’ 51 YKPAIHW»
HAIIIOHAJIbHUM YHIBEPCUTET OXOPOHU 3JIOPOB’Sl VKPATHU
IMEHI ILJI. ITYIIMKA
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Cxi1ag MyJabTHAMCHMILVIIHAPHOL PO00Y0i IPyNH 3 ONPANIOBAHHA KJIIHIYHOI

HACTAHOBH
["'opoBenko Haramis
['puropiBHa

360poBcrka Onbra
OnexcanapiBHa

binsieB Aunpiii
BiktopoBuu

byxanoscbeka Tersana
MuxkonaiBHa

Bonoxa Anina [lerpiBHa

3HaMmeHcbKa TersHa
KoctaaTuHiBHA

Kynema TersHa
['puropiBua

Jlanonpko Okxcana
BasnepiiBna

Ha3zap Oxcana
BacuriBaa

OapxoBuu Harajisg
BikropiBHa

3aBigyBay kadenpu 1abopaTOpHOi Ta MEAUYHOI T€HETUKHU
HarioHanbHOTO yHIBEpCUTETY OXOPOHU 310pOB’sl YKpaiHu
imeni [LJI. lynuka, [lpe3unent Beeykpainchkoi acoriarii
CHEIIaNICTIB 3 MEAMYHOI Ta JIabopaTOPHOI TI'E€HETHKH,
3aCTYMHUK I'OJIOBU POOOYOi TPYNH 3 KITHIYHUX MUTAaHb;

JIOLIEHT Kadeapu neaiaTpii No2 Binaumnexoro
HaI[lIOHATBHOTO MEJIUYHOTO VHIBEPCUTETY
imeni M.I Iuporoga;

3aBiyBay kadeapu Xipyprii, aHecTes3ioyorii, opromnenii Ta
TpaBMaroJjiorii HarioHanbHOTO YHIBEPCUTETY OXOpPOHHU
3nopoB’st Ykpainu imeni [1L.JI. lynuka;

JomeHT Kadeapu ciMeiHOi MEOWIMHU Ta amMOyIaTOpHO-
MOJIIKJIIHIYHOI JToroMord  HarlioHaabHOTO  YHIBEPCUTETY
oxopoHnu 370poB’st Ykpainu imeni [LJI. [llynuka;

3aBiyBau Kadenpu IUTA4YOI IMYHOJIOTIi Ta 1H(EKIIHHUX
3aXBOpIOBaHb HalllOHANBbHOrO YHIBEPCUTETY OXOPOHU
3n0poB’st Ykpainu imeni [1.JI. [lynuka;

3aCTYNMHUK JUPEKTOpa 3 TMEepUHATaIbHOI  MEIMIIMHU
JIep>KaBHO1 yCTaHOBU «[HCTUTYT mefiaTpii, aKyliepcTBa Ta
rinekonorii  iMeHi akagemika O. M. Jlyk'tHoBOi
HarionanebHoi akagemii MeIMYHMX HaykK YKpaiHu» (3a
3ro/ioN0);

rojoBa  pamgu  ['pomancekoi  cminkum  «Opdanni
3aXBOPIOBAaHHS Y KpaiHW» (32 3r0/1010);

acHCTEHT Kadenpu AUTIYOl Xipyprii, aHecTe310Jorii,
oproneii Ta TpapmaTosorii HamioHaibHOro yHIBEPCUTETY
oxopoHu 370poB’s Ykpainu imen1 [LJI. [llynuka;

3aBiyBay Kadeapu AUTAYOI HEBPOJOTii Ta MEIUKO-
couianbHOi peabimiranii HamionanbHOrO yHIBEpCUTETY
0XOpoHHM 370poB’st Ykpainu iMeHi [LJI. [llynuka;

3aBiyBa4y n1abopaTopiero MEIUYHOT TE€HETUKH
CrerianizoBaHOTO MEJIUKO-TCHETUIHOTO HEHTPY
HartionaneHoi kadenpu cimelinoi Menqunniau HaiionanbHOT
IUTAY01 creriaai30BaHol JTiKapHi «OxMaTauT»
MiHicTepcTBa OXOpOHU 3/10pOB’sl Y KpaiHu;



Octpomnonientb Hatamisi  ToJ0BHUM CIIEMIaNICT BIAUTY PO3BUTKY MEIUYHHUX MOCITYT
AHpiiBHa JlemapTaMeHTy MeAUYHUX TMOcAyr MiHicTepcTBa OXOPOHH
310pOB’sl YKpaiHu;

[latbopa MapuHa Jikap-neaiarp, aieronor LleHTpy opdaHHHX 3aXBOpIOBaHb

IropiBHa Ta reHHoi Teparii HaiioHanbHOI IUTSY01 crieliagi3oBaHOl
mikapHi «OxMatauT» MiHicTEpcTBA OXOPOHH 30POB’S
VYkpainu;

Camonenko Haramis 3aBigyBauka LleHTpy opdaHHUX 3aXBOpIOBaHb Ta T'€HHOI

B’suecnaBiBHa tepanii HarmioHanbHOT IUTSYO0i crerianizoBaHOl JIKapHi

«OxMarauT» MiHicTEpCTBa OXOPOHHM 310POB’sl YKpaiHu;

Meroanunnii cynposia Ta ingopmauiiine 3a0e3ne4yeHHs

I'ynenko OkcaHa HAYaJIbHUK BIAAUTY CTaHJapTU3alii MEAMYHOI JOMOMOTH
IBaniBHa JlepxaBHOTO MiANpUEMCTBA «Jlep>kaBHMII EKCIIEpTHHI
neHTp MiHICTepcTBa OXOPOHU 37I0pOB’S  YKpaiHW»,
3aCTYIMHUK TOJOBU pOOOYOi TPyNHU 3 METOJOJIOTIYHOTO

CYNpPOBOY;

[Munkina Onena 3aCTYIMHUK HaYaJdbHUKA BIJLTY CTaHapTU3aIlli METUYHOI

OnekcanapiBHa norniomoru  JlepkaBHoro mignmpuemMcTBa  «/lepkaBHUI
eKCIIepTHUN 1eHTp MIHICTepCcTBa OXOPOHH  370POB’S
Ykpainmy».

EnextpoHHy Bepcit0o JOKyMEHTa MOXXHA 3aBaHTAKUTH 3 O(DIIIAHOrO calTy
MinicTrepcTBa oxopoHu 3a0poB’st Ykpainu (http://www.moz.gov.ua) ta 3 Peectpy
MEJUKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHJapTU3aIlii MEIUYHO! JOMOMOTH, IO
po3minieHu Ha caiTi JlepkaBHoro ekcmeptHoro 1eHTpy MO3  VYkpainu
(https://www.dec.gov.ua/mtd/home/).

JepxxkaBHuii ekcriepTHUid HeHTP MiHicTepcTBa 0XOPOHU 310POB’Sl Y KPAiHHU €

YJIEHOM _
Guidelines International Network &% e,
(MixHapoiHa Mepeka HaCTaHOB) ._f. %
? o5
: S
'J"F""r‘\'-f!f\.q1:-’J"t'.!5
Penenszenru:

OxotHikoBa OsieHa 3aBiyBauka Kadenpu mnemiarpli, AUTAYUX 1HQEKIIAHUX
MukoinaiBHa XBOpoO, iMyHoJorii Ta aneprojorii HarionansHOrO

VHIBEPCUTETY  OXOPOHH  3I0pOoB's  YKpaiHU  iMeHi
ILJI. ynuka, a.Mea.H., npodecop;


https://www.dec.gov.ua/mtd/home/

Mapymiko FOpiit 3aBiyBau Kadenpu mnemiaTpii MICIASTUIIIOMHOI OCBITH
Bononumuposuy HamionanbHOro  MEIMYHOIO  YHIBEPCUTETY  IMEHI
0.0. boromoublis, A.Me.H., Tpodecop.

Ieperasia KIIHIYHOI HACTAHOBHM 3aIUIaHOBAHO Ha 2029 pik
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Cnmcok CKOpoOYeHb

BAKII- BiIbHI aMIHOKHUCIIOTH -IIONIEPEAHUKH

JEPA - nBoxeHepreTu4Ha peHTIeHiBChKa ad0copOLioMeTpist
MMA - 130:1b0BaHa METHJIMAJIOHOBA allUIEMIsI

MPT - maraiTHO-pe30HaHCHa TOMOTrpadist

ITA - mporioHOBa aruaeMist

SKII3 - sKicTh KUTTS, MOB'I3aHa 31 3I0POB’ M

MMUT - metunmanonin-KoA-myrasu

MCEE - metunmmanonin-KoA-emimepasa
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NEPEJIMOBA MYJIbTUJUCHUILIIHAPHOI POBOYOI I'PYIIU

Jana Kminiuna nactanoBa (KH) € aganTartiero 11 cucTeMu OXOPOHH 370POB’ s
VYkpainn Koiniunoi nacranosu Guidelines for the diagnosis and management of
methylmalonic acidaemia and propionic acidaemia: First revision. 2021, o Oyna
oOpaHa po0OO4YOI0 TPYIOIO, SK MPUKIAJ HAWKpalioi MPaKTUKU HaJaHHA MEIUYHOI
JOTIOMOTY TAaIllEHTaM 3 METUJIMAJIOHOBOIO Ta MPOMIOHOBOIO allUJIEMIsIMH, IO
IPYHTYETHCS HA JaHUX JOKA30BOI MEIUIIMHH CTOCOBHO €(EKTHBHOCTI Ta O€3IMeKH
MEIUYHUX BTpy4YaHb, (hapMakoTeparnii Ta OpraHizaiiiHuX TPUHIIUIIB i1 HaJTaHHS.

[RBonsoBana metunmanonona auaemis (MMA) Ta nponionosa auuaemis (ITA) -
e PIAKICHI CIaJKOBI METAa0OIYHI 3aXBOPIOBAHHS 13 TPYMU OPraHIYHUX aIUAeMil.
MerunamanoHoBa auujeMisi 1 MPOMIOHOBA alUMAEMIsl CKJIAaloTh T'PyNy BPOIKEHHX
MOpYyIIEHb MeTa0o0Mi3My, IO BIUIMBAIOTh HA KaTaOOMIYHUN HUIAX PALY CHOJYK,
BKJTIOUAIOYH aMIHOKHUCIIOTH 130JICUIIMH, BaJiH, METIOHIH, TPEOHIH, KUPHI KHUCIOTH 3
HENMapHUM JIAHIIOTOM 1 XOJIECTepUH. [30IbOBaHa METUIIMAJIOHOBA allUJEMIs
CIIpUYMHEHAa HEJIOCTAaTHbOK AaKTHUBHICTIO MeTuiaMmanoHin-KoA-myrazu (MCM),
MITOXOH/JIp1aJIbHOTO (DEPMEHTY, 3aJIeKHOTO Bif BitamiHy B12, Toxi sik [TA cnpuunnena
HEJIOCTaTHBOIO AKTHBHICTIO dbepMeHTy nporioHin-KoA-kapOokcuiasu,
MITOXOHIPIATEHOTO 010THH-3aJIEKHOTO (DEpPMEHTY.

3anporioHoBana KH He moOBHMHHA pO3LIHIOBATHCH, SIK CTaHIAPT MEAMYHOTO
nikyBanHs. JlorpumanHs nonoxkeHb KH He € rapaHTi€lo yCHIIIHOTO JIIKYBaHHS Y
KOXXHOMY KOHKPETHOMY BHUIIAJIKY, il HE MOXKHA PO3IJISIIATH, SIK MOCIOHUK, 1110 BKJIIOYAE
yc1 He0OX1JIHI METO/IM JIIKyBaHHS a00, HABIAKW, BUKJIIOUYAE 1HIIM. OCTaToYHE PillICHHS
CTOCOBHO BHOOPY KOHKPETHOI KJIIHIYHOI Mpoienypu ado IJIaHy JIIKyBaHHS TTOBUHEH
OpUiiMaTH JIiKap 3 ypaxyBaHHSM KJIIHIYHOIO CTaHy Malll€EHTa Ta MOXKJIMBOCTEH st
IIPOBEJICHHS 3aXO/IB JIarHOCTUKHU Ta JIKYBaHHS y KOHKPETHOMY 3aKJIaJi OXOPOHU
s3nopoB’si. KH «JliarHocTMka Ta JIKyBaHHS METHJIMAJIOHOBOI Ta MPOIIOHOBOT
anuaeMii» Mae Ha MeTI HaJaHHS JIONOMOTH JIIKapio Ta TAlI€HTy B MPUHHATTI
PaIliOHAILHOTO PIICHHS Y PI3HUX KITHIYHUX CUTYAI[isX.

Jana KH wmictute iH(oOpMalil0o CTOCOBHO OOIPYHTYBAHHS JIIKYBAJIbHUX,
npoTAKTUYHUX Ta OpraHi3alllfHUX 3axoJiB, IO CHPSAMOBaHI Ha 3aroOiraHHS
noJiinparmMasii Ta JONOMararoTh JiKapio €(eKTUBHO JISITH B KOHKPETHHUX KITHIYHUX
CUTYallisIX, YHUKaIOU1 HEe(PEKTUBHUX Ta MOMHUIIKOBUX BTPY4YaHb.

OctaToyHe pIlIEHHS] CTOCOBHO BHOOPY KOHKPETHOI KIIIHIYHOI Ipoueaypu adbo
IUIaHY JIKYBaHHA TOBMHEH MpUMMATH JIKap 3 ypaxyBaHHSIM KJIIHIYHOTO CTaHy
NaiieHTa Ta MOXJIMBOCTEH i NPOBEAEHHS [IIaTHOCTHKU Ta JIKYBaHHSA Y
KOHKPETHOMY 3aKJaJll OXOPOHU 3/10POB’sI.
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Guidelines for the diagnosis and management of methylmalonic acidaemia and
propionic acidaemia: First revision

AHoOTAaNIifA

[3onboBana meTmnmanonoa anuaeMis (MMA) Ta npomionoBa anuaemis (ITA) —
Ile PIAKICHI crmaakoBi MeTabosiyHl 3axBoproBaHHA. lllicTe pokiB Tomy Brepiie OyB
onyOJiKOBaHUU JIeTaTbHUM aHaII3 HAsBHUX JIAHUX II0J0 JIarHOCTUKU Ta JIKYBaHHS
IIUX 3aXBOpIOBaHb. CTaTTs MPUBEPHYJA 3HAYHY yBary, MiJKPECITIOI0UNA BaXKIUBICTh
3QJIy9eHHSI €KCIIEPTHOI TPYIHU J0 OIIHKH 1 CKJIaJIaHHS PEKOMEHIAIIN 1010 HaJaHHS
JIOTIOMOTH TAaIlIEHTaM 3 P1JIKICHUMHU 3aXBOPIOBAHHIMU. 3 TOTO Yacy MOCTIMHO 3poCTae
KUTBKICTh JaHUX IIOJI0 Pe3yNIbTATiB TpaHCIUIaHTaIlli y marieHtiB 3 MMA Tta IIA 1
BUKOPUCTAHHS CYyMIIlIE aMiHOKHUCIIOT, SIKi HE MICTSTh MOMEPEAHUKIB, 1110 JT03BOJISE
OHOBJIIOBaTH HaCTaHOBU. METOIO 111€1 CTATTI € BKIIOYEHHS HEIIOAABHO OMYyOJ1KOBaHO1
iHpopMarii 1 HaJAaHHA TeperisHyToi pelnakiii HAcTaHOB. AHaNI3 MPOBOAMBCS
OararornpouIbHOIO IPYIOI0 (DaxiBIlIB y TATy31 OXOPOHU 370POB'S, K1 JOTPUMYBATHCS
OHOBJIEHOI MeTtoaoiiorii po3pooku HactraHoB (GRADE). Ormxe, Oyino MHOBTOpHO
BUKOHAHO OIIIHKY, aHali3 Ta KJIacH(ikaIlil0 yChOro MacHUBY JaHUX, OTPUMAHHX IO
oceHi 2019 poky. ¥ pe3ynbpTaTi 21 OHOBIEHY peKOMEHAIlit0 OyJ0 3BEIEHO B OLIbII
CTHCHIN CTarTi 3 MPUAUICHHSM MaKCUMalbHOI yBard HasBHUM JOKa3aM, 100
JO3BOJIATH NIpUIMaTH OOTPYHTOBAaHI PIIEHHS LI0J0 JiKyBaHHs mamieHTiB 3 MMA Tta
ITA.

KJIFOUOBI CJIOBA

JIIaTHOCTUKA Ta JIIKyBaHHS, HACTAHOBH, CIAJKOBI META0OJIYHI 3aXBOPIOBAHHSI,
METUJIMAIIOHOBA aIlUAEeMisl, TPOIIOHOBA AIMIEMIsl.

1| BCTYII

[leprri HAcTaHOBH IIOAO 130JIbOBAHOI MeTHIMaIOHOBOI anuaemii (MMA) Ta
nponioHoBoi anunaemii (ITA) Oynu onyOnikoBani y BepecHi 2014 poky, 1, 3rigHO 3
nanumu Web of Science (siuniens 2020 p.), Ha BeO-cailTi )KypHaITy iX BiJIB11aJId TTOHA]T
53 000 paziB i mutyBanu 182 pasu.l YBara, Ky npuBepHYJIM HACTAHOBU, CBIAYUTH IIPO
3aI[iKABJICHICTh 1 BUKOPUCTAHHSI MEAUYHUMM TpaIliBHUKAMHU 1IOTO aHaII3y J0Ka3iB 1
chopMynbOBaHUX pPEKOMEHJAIlM, HaJaHUX Tpynorw ekcnepriB. CTpykTypoBaHa
OIlIHKa HasBHUX JOKa3iB Ma€ BEJIMKE 3HAUYCHHS JUIS Tally3l PIAKICHUX 3aXBOPIOBAHb,
OCKIIbKU 1€ MPOIEeC CTOCYEThCS KOHKPETHHMX AaCIEKTiB, MOB'SI3aHUX 3 PIAKICHOIO
MPUPOAOI0 WX THIMIB po3iamiB. OCKIIbKM TOMYJAIli TAaIli€EHTIB  HEBEIHUKI,
BHUCOKOSIKICHUX BUMNPOOYBaHb Ha BEJIMKUX BUOIpKax, siki O HajaJud MEPEKOHJIUBI Ta
HaJilHI JaHi, He0araTo, 10 YacTO 3yMOBIIOE HU3BKY SKICTh HasBHUX JOKa3iB. Sk
HACI/I0K, TI0Ka3W, OTPUMAaHI 3 cepii BUMAAKIB a00 MEHIIHNX JOCTIIKEHb, TOTPEOYIOTh
PETENLHOTO aHami3y.

[Iporpec y miit rany3i Ta ycmix nepmux HactaHoB 1mog0 MMA/ITA cnonykanu
HAC OHOBHUTH pEKOMEHJaIlli yepe3 6 pokiB. Y HacTaHOBAaX, MPEICTABICHUX Y IBOMY
JIOKYMEHT1, BAKOPHUCTOBYIOTH 1HIITY, OUTBII Cy4acHY CUCTEMY JUISI OIIIHKU JOKa31B, HIXK
y nepunit pemakuii, miaxig «Po3poOka, OLIHKAa Ta €KCHepTh3a CTyNEeHs
o0rpyHTOBaHOCTI KJIiHIYHKX pekoMmeHaanii» (GRADE)?2, skuii OibIi1e miaxoauTh 1S
rajry3i piIKiCHUX 3aXBOPIOBaHb, OCKUIBKH JTI030JISI€ YACTKOBO BUPIIIUTH OMUCAH] BUIIE
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npobiemu. Y 3B'I3KY 31 3MIHOIO METOAIB OyJIO 3aHOBO OIIIHEHO BECh MAacHB JaHUX
10]10 MMA Ta ITA, 3raJlaHux y 6asi TaHUX PubMed
(https://pubmed.ncbi.nlm.nih.gov/). 3 MomeHnTy myOmikaiii MOYaTKOBUX HACTaHOB
OyJI0 IOCATHYTO HOBHUX YCITXiB 1 omy0JikoBaHo Ounblne nanux moao MMA Ta ITA.
Hanpuknan, 6yno npoBesieHy OUIbINY KiBKICTh MPOLIEAYP TPAHCIUIAHTAILIIT OpraHiB 3
MOJAIBIIIOK MyOJIKAII€ PEe3yabTaTiB. Y KIUIBKOX HOBHUX JOCIIJPKEHHSIX BHBYAIH
BILJIMB BUKOPUCTAHHS BUILHUX aMiHOKHUCIOT-TionepeauukiB (BAKII) sk kommoneHTa
cxemu aieroreparnii mamieHTiB 3 MMA Tta ITA. OHOBIEHI HACTAaHOBH, MPECTABIICHI
TYT, MalOTh Ha METI BKJIFOYUTH Il HOBI JIaH1, BOJJHOYAC HaMaralouuch ynopsaKyBaTu
Ta Yy3arajJbHUTH PO3IIIH, ISl SKUX JOKa3u CYTTEBO HE 3MiHWImMCS. Yurtayesi
HAJIAI0ThCS TTOBHI peKOMEHAAIli 3 J1arHOCTUKH Ta JikyBaHHI MMA ta IIA, ane nus
OTpYMaHHS JO0JATKOBOI i1HGOpMaIllii 1100 TEeBHUX AaCHEeKTIB CIIiJI 3BEPHYTHUCS 10
MMOYAaTKOBUX HACTAHOB.

Le#t nmepmmii nepersisan HacTaHOB 1040 MMA Ta ITA oxorutoe Ti cami MiATHITH
1301p0BaH0i MMA Ta I1A, mo # panime. MMA cnpuunHeHna nedinurom dhepMeHTy
MetunmanoHin-KoA-myrazu  (MMUT), npsmum  nedexrtom  depmenty ado
HEJO0CTaTHIM CHHTE30M Horo kodakTopa aaeHo3uiikodanaminy. [lonepegHuku poro
[UIAXY TOXOMATh 3 KOHKPETHHX AaMIHOKHCIOT (BaliHy, 130JICHIIMHY, TPEOHIHY,
METIOHIHY), MPOIIOHATy, IO BHUPOOJIAETHCS KUIIKOBUMH OaKTEpisiMH, 1 KUPHUX
KHUCJIOT 3 HETIAPHUM YHUCJIOM aTOMIB BYTJICITIO, a TAKOXK O1YHOTO JIAHITIOTa XOJIECTEPUHY
(puc. 1). YV po3Butok i30ap0Banoi MMA 3aimydaroThes Taki 1e)eKTH TeHiB: aAedinutu
MMUT (Ne251000 y karano3zi OMIM), MMAA (Ne251100 y xatano3t OMIM), MMAB
(Ne251110 y xaranmo3i OMIM) Ta ycikaroui myrarii N-kidmnsg y reasi MMADHC
(Ne277410 y kartanozi OMIM).3 TTA (Ne606054 y katanozi OMIM) cnpuunHeHa
mytamisiMa B TeHi PCCA (Ne232000 y katanozsi OMIM) a6o PCCB (Ne232050 y
karano3i OMIM), mo npusBoauTh 10 nedinuty QyHkiii pepmenty npomionii-KoA-
KapOokcunaszu.4

2 | METOJOJIOI'TA TA IIJIT

[IpencraBnenuii neperisa HacTaHoB 11010 MMA Ta [1A OyB BUKOHaHUM TPYIIOIO
3 21 daxiBi, K1 TpaioTs y chepi metaboniunoi meauuuau. P. F. (cexperap), M.
R. B., F. H. (ronoBu) ta M. Huemer (Meromosnoris Ta mozeparis) chopmyBaiu
OCHOBHY I'PYITy YY4aCHHKIB JIJIsl KOOpIMHAIIIT aCTIEKTIB Opraxizaiiii ta 3micty. Jlo rpymnu
TaKkoX yBinuM ¢axisii 3 nuranb Metadomizmy y aireit (D.B., A.C., K. A.C., C.D.-V.,
S.CG, S.G, T.H, DK, S.S.-B., G.T., M.W.), daxiBensp 13 nuranb MeTabomizmy y
nopocaux (M. Hochuh) TUTSYNN MeTa6OJI1‘{HI/II/I nierosior (M.D.), tuTs4i HEBPOJIOTH
(G.H., D.M.), mikap-acHCTEHT 1 acmipaHT 3 TWTaHb CIAJKOBUX METaOOMIYHUX
3axBoptoBanb (F.M.) 1 xmiHigyaui Oloximik (J.O.S.). I'pyna ekcrnepriB ramysi
HedpoJiorii, Kap/loyorii, HEeBpOJIOTii Ta Jl€TOoTiepamii, a TaKoX JBOX 3alyduiia
30BHIIIHIX PELIEH3EHTIB U1 nepersiay pekomennauii y aireid (D.B., A.C., K. A.C.,
C.D.-V.,, S.CG, SG, TH, DK, SS.-B,, GT., M.W.), daxisenp i3 nuTaHb
metabomismy y nopociux (M. Hochuli), autsunit merabomiunuii aieromor (M.D.),
mutsyl Heposioru (G.H., D.M.), nmikap-aCUCTEHT 1 acmipaHT 3 MHUTAaHb CHAJKOBUX
MeTtaboniyHux 3axBopioBanb (F.M.) 1 kminiunuii 6ioximik (J.O.S.). I'pyna excnepriB
rairy3i Hedposorii, KapAioorii, HEBPOJIOTii Ta Jl€ToTepanii, a TAKOX 3aJTydnsia IBOX
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MPEICTAaBHUKIB TAIIEHTIB ISl TEperiisiay peKOMEeHAalid ans mamiedTiB. ['pymna
30upanacst ocodbucto y BepecHi 2019 poky ta mucromnasi 2019 poky.

nponioHoBa BaniH XKUPHI KUCINOTU 3 HENapHUM \
KucroTa isonenuunH YMCIIOM aToMiB BYrreL o

TPEOHIH GWJ'IaHLUOFVI XONeCcTepuHy

METIOHIH

e i /\ 3-OH-nponioHoBa kucroTa |
/ MponioHiN-KoA -===3==------ > 3-Me.TMH.uMTpa.T /
/ \ NPOMIOHINKapHITUH /
/ \ XKMPHI KNCTIOTU 3 HENapHWM
| nponioHin-KoA- \ yucrom aTomis Byrneulq/
| kapbokcunaza x GioTUH | /
[ /
| PCCA PCCB |
c | /
N \ |
(D)EMemnManoHIN-KOAS S PUCYHOK 1 Tpomionin-KoA
\ MeTaboIIi3y€eThCs B MITOXOH/PIAX 32 IOIIOMOTOIO
Y™ crienngivaux pepmenTis. [ledextu B reHax
(L)-meTunmanoHin-KoA ----------== - »MeTUnManoHoBa chmT\a MMUT, MMAA, MMAB a60 MMADHC (6ibim
- wvaa  vvRACHC - ?HCI.II/ICI)ILIHI./III/I BapiaHT 2? 3YMOBIIIOIOTh PO3BUTOK
bl biB) bl i30;10BaHOi MMA, ToJi sIK eheKTH B reHax
KoA-MyTa3n x (cblA)  (cbB) "\ (cbiD2) ax
\\ MMUT AdoCbl < < \ Chl PCCA a6o PCCB, — possutok ITA. ITpomionin-
(mut, mut®) | KoA nmoxomuTh 3 pi3HUX HKepel 1 MeTabomi3yeThes
A . .
G ; JIO aJIbTEPHATUBHUX MPOAYKTIB Yy pasi .
/ me / HAKOIMYEHHS NPH BUILIEONMcaHuX aedpexrax. Kpim
b R TIMMOHHOT | TOr0, METHIIMAJIOHLT-KOA, 1110 HAKOTIMYY€EThCS ITPU
. k< WOTII/ i3oboBaHiii MMA, rigpoi3yerbes 10
KR ‘\‘\‘ ,/ . .
) e 4 METHJIMATIOHOBOT KCJIOTH, OCHOBHOTO OioMapkepa
-— _7/ I[bOT0 3aXBOpIoBaHHA. Ha3Bu reis BuaiieHO
KYpPCHBOM, KOMIUJIEMEHTYIOU1 I'PyIH HABE/ICHO B
nyxkax. MMA — metuimManoHosa anuzemis, [TA
— MPOMIOHOBA AlUAEMis
2.1. | Ilomyk JiTepaTypHu i olliHKA PiBHS 10KA30BOCTI

V mo4aTrkoBUX HAcTaHOBaX MeToj 300py gaHux IpyHTyBaBcs Ha SIGN.® V
NeperIsiHyTUX HacTaHOBaX BUKOpHcTOBYyBanacs Meroaoiorias GRADE.

[ITo6 316patn mepBUHHY A0Ka30BY 0azy, 29 BepecHs 2019 poky Oyino BUKOHAHO
nomyk y 0a3i ganux PubMed 3a TakuM MOIIYKOBUM TEPMIHOM: («IpOIIOHOBA
aruaemisn» ABO «mpomionoBa amuaypis» ABO «vernnmanonoBa amuaemis» AbBO
«MetuiaManonoBa amunypis»y ABO «mpomionosi amuaemii» ABO  «porioHOBI
aruaypiiy ABO «merunmanonoBi anuaeMiinn ABO «MerriManonoBi arumaypiin) TA
(«01.01.1900» [Mlata — Ilyomikamis]: «05.09.2019» [Jlatra — Ilybmikamisi]) TA
(amrmiiceka|MoBa]) HE (tBapuau[mh] HE mrogu[mh]). B pe3yasTati mporo momryky
Oyno orpumano 1 488 3anucis. CtarTi Oynu Bpy4yHy BijcopToBaHi 3a 194 kiniHIYHUMEU
3BiTamMu npo nauieHTiB 3 MMA Ta/a6o ITA (0yno BUKIIOYEHO OyAb-AKl JIa0OpaTOpHI
JOCTI/PKEHHS 1 MOBIIOMJIGHHS PO BUIIAJKH 3 MEHII HDK TPhOMA MAaIllEHTaMM), SKi
Ooymu posnonuieHi Ha kateropii (P.F., M.B.) (puc. 1). IloBijoMJIeHHS TIPO BUIIAKU
pO3rIIsIAQINCS TpylnamMu 100 KOHKPETHUX NMUTaHb. BiciM crareil, omyOiikoBaHUX
micisl KIHIEBOI JIaTW, 1 CIM CTaTel, IUTOBAaHWUX Yy IOYATKOBHX KJIIHIYHMX 3BITaXx,
eKCIIepTHa Tpyla BBakasla ocoOimBo BaxiauBuMu (3aranom 209 crareit). Crarti
BIJIHOCUJIU IO «BHUCOKOI», «IIOMIPHOI» Ta «HU3BKOI» KaTeropiil sSIKOCTI JOKa3iB IJIs
MIEBHOTO Pe3yJIbTATy 3a 3T0JI0I0 ITOHAWMMEHIIIE TBOX YJICHIB TPYIIH.
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XapuoBuit Cbl

CBLIF Q ) I |
N ;

MSR

MS
romouncteiH —m 5 MeTIiOHIH
Lumosonb Met-Cbl

MMADHC-Hcy

MMACHC
Cbl MMADHC Cbl

MMADHC-MMA

MMAB
MMAA

ueEE Ado-Cbl 5
MponioHin-KoA — 5 MetunmanoHin-KoA > CYKUMHIN-KoA
n nw-nmﬂ

Q PCC MeTunmarnoHin-KoA-vytasa Lyﬂ(
MMUT KucnoTm
CnEEEs MimoxoHdpis 5 t©
) oboroHKka | (mut:, mut) \

Ki1y6080i |
KUWKU

.

PUCYHOK 2 Cxema, o 300paXye MO3aKITITHHHUIA 1 BHYTPIITHBOKJIITHHHHUI TPAHCIIOPT 1 MPOIIECHHT MOJIeKyau kobanaminy (Cbl) i 3amydyennx
6inkiB. Jledextu metunmanoHinr-KoA-myrasu (MMUT), 6inka MetunmanoHoBoi anuypii Tury A (MMAA), 6iika MeTHIMAIOHOBOI anuaypii Tury B
(MMAB), 6inkoBOro BapianTy 2 METHIMAIOHOBOI anuaypii Ta romormctuaypii Turry D (MMADHC-MMA) i nporionin-KoA-kap6okcunasu (PCC)
Ta CyIIyTHI 3aXBOPIOBaHHS 0OrOBOPIOIOTHCS y IIUX HACTAHOBAX, TOMY IIi OLTKH 300paxeH1 kupHUM mpudToM. IHmm 6inku 300pakeHi 3 BUKOPUCTAHHIM
o¢iniiinoi HomeHknaTypu OinkiB: amuionnec (AMN) i kyOynin (CUBN) yTBOpIoOTh perientop KyOaM i HOIIMHAHHS KoOajaMiHy, 3B'S3aHOD 3
BHYTpILIHIM (akTopoM 3B's13yBaHHs Kobanaminy (CBLIF); rantokoppun (TCN1; ne moka3zano), tpanckobanamin (TCN2) i tpaHckoOanaMiHOBHIMA
peuenrop (CD320) mosneruryioTs TpaHCHOPT KoOajaMiHy Ta HOro NMOTJIMHAHHS B KIITHHI, JII30COMaJIbHUI TpaHcropTep kobOamaminy (ABCD4)
CYIIPOBOJDKYIOUHMIA OLIOK J1i30cOMaIbHOrO Tpanenopty kodanaminy (LMBD1) excriopTyroTs kobanamiH 3 J1i30coMH; OLI0K METHUIIMAIOHOBOI aluypii
ta romouuctunypii tumy C (MMACHC) posmemnnioe R-rpyny koOamaminy (BepXHbOAKCIaJbHHHN JiraHm); OUTOK METHIMAJIOHOBOI anumypii Ta
romoructuHypii Tunmy D (MMADHC) cnpsmoBye kobanaMid Ha mojanblny oOpoOKy B IMTO30i a00 MITOXOHIpIAX; MeTioHiHcHHTa3za (MS), ska
HIATPUMYEThCS B aKTUBHIN (opMi MeTioHIHCHHTa3peaykTa3oto (MSR), BuKoprCcTOBY€ KobGanaMiH y HOro MeTHiIboBaHii Gpopmi; MeTriManoHitKoA-
emimepasza (MCEE) mnepetBoproe (R)-metunmanonin-KoA B (S)-metwimanonin-KoA; cykuunin-KoA-cuaterasza (SCS), Ky TakOX Ha3HBAIOThH
cykiuHaT-KoA-Jira3oro, yrBoproe CyKIMHAT i3 CyKIHHILI-KOA B IMKITI TIMMOHHOT KUCJIOTH

2.2. | IIpouec po3podxu

[lin wac mepmioi ocobucToi 3ycTpidi ydacHUKA Oynu moiHQOpPMOBaHI Ta
OTpUMaJId BKa3iBKM I10J10 3acTtocyBaHHs Metomosiorii GRADE. Unenn rpynu
MOTOJTUJIMCS, III0 HACTAHOBH MalOTh CTOCYBATUCS BCIX THUMIB 1301p0BaH0i MMA T1a I[1A
y Mali€HTiB OyAb-sIKOro BiKy. EKCHepTH 1 NpeJACTaBHUKM MAalll€HTIB BUOMpaIu Ta
OI[IHIOBAIM TMapaMeTpu pe3yJIbTaTy SIK KPUTHYHI, BaXXJIWMBI YU HEBAXIMBI 3a
JIOTIOMOTOI0  OHJIAMH-IHCTPYMEHTY. JliTepaTypHi [Kepeida NOAULUIA HA Ti, IO
CTOCYIOTbCS KPUTUYHHUX 1 BaXJIUMBUX peE3yJbTaTiB, IIICIA YOro BiIOyBaIHCs
00rOBOPEHHS Ta aHAJI3 Y poOOOUYHX IrpyIax (3 BAKOPUCTAHHIM €JIEKTPOHHOI MOIITH 200
OHJIAMiH/TeNe(POHHUX 3yCTplyuei), 110 JO3BOJMIO CHOPMYIIOBATH MEpUIl BaplaHTH
pexomenparnii. Iliq wac apyroi ouyHOi 3ycTpidi OyJlO TPOBEACHO MOJEPOBaHE
OOroBOpEHHS J0Ka3iB, METOI SKOr0 OYyJ0 JOCATHEHHS KOHCEHCYCY, 3 MOJajIbIINM
CKJIQJIaHHSAM peKoMeHauii. Ha ocHOBI pe3yibTaTiB IIi€l 3ycTpiul OyJlO CTBOPEHO
npodink AokasiB 1 chopMyiboBaHO pekomeHpmaii. OCKUIBKM TMia 4Yac mnaHaemii
COVID-19 ocobucti 3ycTpiui Oyau HEMOKJIWBI, WICHH TPYIH OIIHIOBAIHM SIKICTh
JI0Ka3iB JUIsI KOXKHOTO Pe3yabTaTy 3a JOMOMOTOI0 OHJaH-iHCTpyMeHTy. OcTraTodHa
OIlIHKA SIKOCTI JI0Ka3iB OaszyBanacsi mioHaiiMeHiie Ha 50% TroJiociB 3a KaTeropiero
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«BHCOKa», «IOMipHa» ab0 «HU3bKay. SIKIo ABI Kareropii OTpUMYBAIA OJHAKOBY
KIJIbKICTh TOJIOCIB, IOKa3aM MPU3HAYAIN HIDKYY KaTeropito SAKOCTi (puc. 2).

Cuity KOKHOT peKOMeH/Iallli OCTaTOYHO BU3HAYAJIM HAa OCHOBI SIKOCTI1 JI0OKa3iB, a
TaKOoX OaJlaHCy KOPHUCTI Ta IMIKOJIU, IIHHOCTEH, Yo j00aHb 1 HaIBHUX PeCcypciB. SKIIO
PO3MOIIN TOJOCIB OYyB TOYHO PIBHUM, PEKOMEHMAIll MpHU3HAYAM HUXKYY Kareropii
(cnabka) (puc. 2).

Hacriiini pexoMmeHmailii MO3HAYEHO CJIOBAMU «MH DPEKOMEHIYEMOY»; ClaOKi
pEeKOMeH Il — «MH TPONOHYyeEMOy. Jleski pekoMeHaIlli BBaKAIMCA HA/I3BUYAITHO
KJIIHIYHO OOTpYHTOBaHMMM a00 TakMMH, L0 Maid O cepilo3Hl HacliJKU B pasl
HEJOTPUMAHHS; 1HIII OYJIH YITKO MiATBEPIKEeH] 010XIMIYHUMU (DaKTaMu Ta HATIHHUMHU
MEAWYHUMHU 3HaHHSAMH. Y [HMX BUMaAKax (QOpMyTOBaHHA  pPEKOMEHJaIlii
MOCHITFOBAJIOCS («MU HAIOJIETJIMBO PEKOMEHayeMO»). [HdopMaltito mpo 3aTBepKeH1
OLIIHKH JIJIs1 KO’KHOT peKOMeH 1a1lii HaBeJieHO Ha puc. 3.

2.3. | MeTa HacTaHOB

MeToro 1MX HACTaHOB € HaJaHHA MEIUYHUM (axiBIsIM, SKI MPaLIOOTh 3
marieHTamMu 3 MMA Tta IIA, 10Ka30BOro AOBIIHMKA IS HaJaHHS DaIll€HTaM
ONTUMAJIBHOI IONOMOTH. SIKIIO Yyepe3 HU3bKY SKICTh JOKa3iB He OYJI0 HAaJlaHO YITKUX
PEKOMEH/IAIlii, MpeACTaBICHE 3ICTaBJICHHS CYKYITHOCTI JOKa3iB MOXE CIyryBaTH
JOBIJIKOBUM JIXKEPEJIOM TI1J] Yac PO3IIsSINYy KOHKPETHUX aCIEeKTIB JIKYBaHHS Mal[lEHTIB
3 MMA ta ITA. OgHak HacTaHOBH HE 3aMIHIOIOTh KOMILJIEKCHE KJIIHIYHE 00rOBOPEHHS
1 OILIIHKY CHUTYyallli KO)KHOI'O OKpEeMOro maiieHta. Merow IUX HAacCTaHOB € HaJaHHS
BKa31BOK, 32 HASIBHOCTI MIEPEKOHJIMBHUX JIaHUX, 3 OAHOYACHUM BHUSBICHHSIM MPOTAINH
y JOKa3ax.

3 | PEKOMEHJIAIII

3.1. | IlTapameTpu pe3yabTaTiB

[TapameTp pe3ynbpTaTy BiioOpaxae KOHKPETHY HO30JIOTTUHY OJIMHUIIIO, STKa MOXKE
BIUTMHYTH Ha nairieHTa 3 MMA a6o ITA. e moxxe OyTu KIIiHIiYHA 03HaKa (HAMIPUKIIA/,
muchyHKIIE HUpPOK abo Kapaiomiomnaris) ab0 KOMIUIEKCHE TO€THAHHS KUIBKOX
(dakTopiB (TaKUX SIK SIKICTh XKHUTTS, MOB'13aHa 31 310poB’ M (SIXKI13), abo meraboniuHa
cTabinpHICTh). OCHOBHA Tpyla EKCHEpTIB CIOYaTKy 3alporoHyBajla OJUHAIISATH
napaMeTpiB pe3ynbTaTiB. [licns payHIy BIIKpUTHX BIATYKIB BiJl TPYIH €KCIEPTIB 1
MPEJCTAaBHUKIB MAIi€HTIB OYJIO JOJaHO 1€ YOTUPHU Pe3yibTaTH. BaxKJIMBICTh pi3HUX
pe3yabTaTiB  OIiHIOBajacs 3a IIKajlor Big 1 (HaliHMKYAa BaXKIJIMBICTB) J10 9
(HaliBaykJMBIIIA JIJIs1 IPUHHATTS piliens) (Tadbmuns 1). BikuBanicts Oyna HallO1IbII
BHCOKO OLIIHEHHM TapaMeTpoM pe3yibTaTy, 3a sikoro i SKII3 1 MerabosmiuHa
cTal1IpHICTh. HaltHIKYe OIliHEeHUMU pe3ylbTaTaMH Oyiau reMaToJIOTIYHI MaToIorii Ta
310poB'a KicToK. CiiJl 3a3HA4YUTH, IO KOJEH 3 pe3yJbTaTiB HE OyB HEIOOL[IHEHUU
IPYIIOI0 €KCIIEPTIB Y MOPIBHIHHI 3 OIIIHKAMH MPECTABHUKIB MaIlieHTiB (puc. 4).

HacTtynHi pexkoMeHjanli CTPYKTypOBaH1 BIANOBIAHO AO HPUPOJHOrO MUISAXY
Nall€HTa B MOSBU NEPIIMX CUMIITOMIB Ta J1ArHOCTUYHHUX MPOLEAYP A0 JIKYBaHHS,
JIOBTOCTPOKOBHMX YCKJIAQJIHEHb 1 MOHITOpUHTY. BwusHaueHi Bule pe3yibTaTH
COPSIMOBYIOTh 1€ IIISAX, 1 KOXKHA 3 pEKOMEHJalld Oe3rmocepeHbO CTOCYEThCS
pe3yJbTary.
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TABJIMLS 1. [lapameTpu pe3ynbTaTy Ta OLiHKA X BaXKJIMBOCTI

IMapameTp pe3yJibrary

BuxusaHgicts

SIKiCTB JKUTTS, TIOB's13aHA 31 37I0POB'SIM
Merabomiyaa cTadiabHICT

P03BUTOK KOTHITUBHUX (PYHKIIIN

Eninerncia

MeTtaboniyHuil iHCYABT

3ip Ta ciayx

Pannsg miarmoctuka

Kapniomionatist

[TopymienHus GyHKIIT HUPOK

[Tankpeatur

HopmasnbHuii pict

Heiitponenis
Anemis

310pOB'st KICTOK

g1 o1 oo O O N N N N N o 0o o © ©

MepnianHa oliHKa BasKJINBOCTI pe3y/IbTaTy

Ipumimxa: KOXeH mapameTp pe3yiibTaTy OyB OLIIHEHUH eKCIIepTaMH Ta ITPeICTABHUKAMU TaIlI€HTIB
3a mKayior Bix 0 (HaliMeHIa BayKIMBICTh) 10 9 (HaWBaKIMBIIIWN JJ1sI TPUWHATTS pillieHb). pyruit
CTOBIYHK MPEICTABIISIE ME[IaHHE 3HAUYCHHS BCIX OI[IHOK.

BeneHHs nauieHTiB 3 MMA Ta A nig yac rocTpoi meTaboniuyHoi gekomneHcauii

Tpurep, 110 BUKNMKae kaTabomniam
(cynyTHi 3axBoptoBaHHsl, rapsiyka,
TpUBasne rornoayBaHHs)

'

(HemuHyua) roctpa metaboniyHa
[AekoMneHcauis

v

TliAB MLBH WY piB eHb amiaKy

3.2,

I

L.

TIPUNVHIT b COXVBaHHA Giflka (MaKCHMYM Ha 2448 f0ANH)

PO3NONHITH B/B BBEAGHHS IMIOKO3 3 HACTOTON BIATIOBIAHO A0 BiKy (YHVIKAWTE rineprriikemii 3a A0MOMOroIo iHCy iy,
AopaiiTe HaTpii i kaniii)

ToABOiiTe A03y KapHITUHY A0 200 MI/Kr/A06a, BBOAITH B/B, AKILD NEPOPaibHE 3ACTOCYBAHHS MOTaHO NePEeHOCUTLCA

KOHTPOMIO/iTe KUCTIOT HO-OCHOB U GanaKe, pi Hi amiaky Ta eneTponiTie

100-250 MKMOIIL/A: PO3NONHITH 3ACTOCYB aHHs GeH30ATY HaTpito (250 Mr/kr GOMIoCHO MPOTAroM 90 XBUAMH, NOTiM 250 Mrkr
NPOTATOM 24 FOAUH), PO3IMIAHLTE 3ACTOCYBAHHS KaPIyMOBOi kKvcroTw (100 Mrkr GOMKOCHO, MOTiM 50 MITkr BOMKICHO KOXHI
6 roaH)

250-500 MKMOIL/N: Te Came, Lo | BULLE; MATOTYVTeCH A0 KCTPaKOPMOPanbHOT ASTOKCHKALIITa PO3NOHHITS fi, AKILO HasBHa
3HauHa eHLiebanonaria a6o KOHTPOI amiaky 3a AOTIOMOTOK BYULLEBKA3aHOT CXeMi TikyB aHHs! CKIAMHMIA

>500 MKMONBIN: Te came, LD | BULLE; PO3NOUHITE 3 KCTPaKOPOpansHoT AeToKeHKaLii

JiarHocTu4Hi np odaemMu

3.2.1 | Kuiniyna kapTuna

[TamienTy mMokHa moctaButu niarHo3 MMA a6o ITA nume Tomi, Koiw Jkap
pO3IMi3HAe KJIIHIYHY KapTUHY, ska cBiguuTh mpo MMA a6o IIA, mo Moxe Oyru
CKJIQJTHUM IIPOIIECOM, OCKIJIBKU 0arato KJIHIYHUX O3HaK € Hecrienudiaaumu. MMA ta
ITA MOXyTh MPOSIBIATUCS TOCTPUMHU, XPOHIYHUMH 200 MEPIOAMIHIMHA CUMIITOMAaMH,
SK1 YaCTO MOXYTb MOCUJIIOBATHUCS a00 HAaBITh BUHUKATH BIIEPIIIE MMICIIS «TPUTEPHOTOH
sBuma. CHUMOTOMH BKIIOYAIOTh OJIOBaHHS, BTpPaTy MacH Tila, TIMOTTKEMIlO,
HEBPOJIOTIYHE MOTIPUIEHHS 3 TIMOTOHIEI, APATIBIMBICTh 1 MIISIBICTh, LIO 3PELITOIO
PU3BOJIUTH JI0 KOMU y pa3i TOCTPOTr0 paHHHOTO HEOHATAJIBLHOTO TPosiBY. L5 kiiHIuHA
KapTHUHA MOXE CYIPOBOKYBATHCS 010XIMIYHUMU O3HAKAMU META0OIIYHOTO alluA03Yy,
KETO03Y, TinepiiakTaremMii Ta rinepaMoHieMii. TpUrepu rocTporo emizony BKIHOYAIOTh,

PUCYHOK 3 3anponoHoBaHa OJIOK-
cxema BeeHHs nawieHTiB 3 MMA T1a 1A
mig rocTpoi
JIEKOMIIEHCAllil Ha OCHOBI
VYei
BHYTPIITHOBEHHO
METHIMAIOHOBA

4ac MeTa0OIIYHO1
€KCIEepPTHOI

JTYMKH. mperapaTu
(8/B).

anyaeMis,

MIPOMIOHOBA AIUEMis

BBOJISITh
MMA —
na —
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MOMIX 1HIIOTO, MICISANOJIOrOBUN HEOHATAIbHUM CTpeC Ta iHIII (GOpPMHU KaTabOoIIYHIX
CTaHiB, 1HAYKOBaHUX 1H(eEKI€r0 abo TpuBaIuM TronoAyBaHHsAM. [lamieHTH 3 Mi3HIM
MOYATKOM 3aXBOPIOBAaHHSA MAalOTh IIMPIIMI Alana3oH O3HAK, TAKUX SIK BIJACYTHICTb
30UTBIIICHHSI MacH T1JIa, HU3Ka HEBPOJIOTIYHUX CUMIITOMIB (eHliedasonaris, 3aTpuMKa
PO3BHTKY), CEpILIEBI Ta HHUPKOBI IMPOSBU. MM HaTaeEMO JICIIO OHOBJICHY TaOJMITIO
OCHOBHHUX Ta PIAKICHUX O3HAK 1 CUMIITOMIB, 1[0 BUHUKAIOThH Il 4Yac TOCTPoro ado
XpoHIYHOT0 nposiBy MMA a6o ITA (tabmuris 2).

Komenmap pooouoi cpynu: Tpucepom O nepsuHHOi ma NOBMOPHUX
OeKoMneHcayil. Modxce cmamu mpueanuti 20100 /ointvuie 3-4 200um/, wo wacmo
Mpanisaemvcsi 8 PAHHLOMY HEOHAMANbHOMY Nepioodi NpuU CMAHOBNIEHHI 2PYOHO20
8U20008YBAHHS, 2apAYKA, THHEKYIUHI 3aX80PIOBAHHS PI3HOT emioozii, 3aCMOoCYB8aHHS
MeOuKameHmie, 30Kpema 2IOKOKOpmuKoiois, mpueaie uu iHmMeHcusHe ¢izuune
HABAHMACEHHS, ONepPamueHi 6MPYYaAHHA, KPOBOBMPAMdA, HAOMIPHE CHO*CUBAHHS
OinKo8UX NPOOYKMIE.

TABJIMISA 2. IloteHiifHi O3HAKM Ta CUMITOMH Ha MOMEHT IIE€PBHHHOTO
00CTeXEHHSI, SIK1 CTIOCTEPIratoThes y mamieHTiB 3 MMA Ta [TA
I'ocTpa kiiHiYHA KapTHHA XpoHiyHa KJIiHIYHA KapTHHA

H€p60661 cucmema

T'ocrpa ennedanonaris lNnotonis
Hananu 3aTpuMKa pO3BUTKY
PyxoBi po3znaau (dacrime npu [1A) Hamanu
[HcynbronoibHi eni3oau (4acrimie mpu PyxoBi po3naan/mucToHis
MMA)
LInyHnko80-KuwKo8utl mpaxm
biroBanHsa [ToBTOpHE OIFOBaHHS 3 KETOAITUI030M
TpynHomi 3 roqyBaHHSIM BincyTHicTh 3011bIIEHHS MacH Tijia
ITankpeatur

Kposomeopna cucmema
HefiTporneHis, maHIIUTONEHI S HetiTporneHis, maHIUTONEHIS
Cepye (uvacmiwe npu I14)

I'ocTpa ceprieBa HeTOCTaTHICTD (IIEPEBAKHO Kapniomionaris
Ha OCHOBI KapioMionarii)

Apurmii [Tonosxxenns intepainy QTc na EKI
Hupku

XpoHIYHA HUPKOBA HEJIOCTATHICTh (Maiike
BUKIIIOUHO ITpu MMA)

Cropouennsi: EKIT — enekmpokapodioepaghis, MMA — memuimanonosa ayudemisn, 1A —
nponionosa ayuoemis, QTc — cxopueosanui inmepsan QT.



15

Pexomenmaniss Nel. Mu HamosjeramBo peKOMEHIYEMO MPUIYCKAaTH HasBHICTb
MMA Tta ITIA npu audepeHIianbHIA M1arHOCTHUINl TOCTPOro abo MNEPEMIKHOTO
HEBPOJIOTIYHOIO TMOTIPIIEHHS, a TakoXK NOpH AuQepeHILianbHId I1arHOCTHII
HEOHATAJIbHOT' O CETICUCY.

Pe3yabTat: BUKUBAHICTb.

SkicTh noKa3iB: MOMIpHA.

Cuna pexkoMeHnalii: 1yxe HacTiiHa (0OIpyHTOBaHA MEUYHUMU 3HAHHSIMHU).

Komenmap pooouoi epynu: B Vipaini 3 17 scoemus 2022 poxy 3anpos8adaicerHo
MACO8ULL HECOHAMANLHUU CKPUHIHE,  MOMY Yucii no susienenuio MMA ma 114, nepwwuii
eman s1IKk020 30IUCHIOEMbCSL 8 4-X peciOHAbHUX YEeHMPax HeOHAMANbHO20 CKPUHIH2Y
(Kuiscoxomy, Kpueopizbxkomy, Jlvsiecokomy ma Xapkiecbkomy), a niomeeporiceHHs
0iacHo3y — 6 eKcnepmHomy yeumpi neonamanvno2o ckpuniney HIICJI « Oxmamoumy
MO3 Vkpainu (wnsixom 8UMIpIOBAHHS HCUPHUX KUCIom 6 cedi i Kkpoei) ma llenmpi
opghannux 3axeoprosans ma eennoi mepanii HJ[CJI « Oxmamoumy» MO3 Vkpainu
(KniHiuHe 0OcmedicenHs MyTbmuUOUCYINIIHAPHOIO KOMAHOOI)).

3saoicarouu nHa timogipuicme maripecmayii MMA ma 114 y nepwi OHi srcumms,
HeoOXiOHO npogooumu ougheperyiliny 0iacHOCMUKY NPU HASABHOCMI MIHIMATbHUX

KNIHIYHUX O3HAK YUX 3AX80PI0BAHb, 8 NEPULY Uep2y OJII080MU, He YeKalouu pe3yibmamis
HC.

3.2.2 | JIaGopaTopHA 1iarHOCTHKA

SIk1110 Ha i/ICTaB1 KJIIHIYHO1 OLIHKY Ta OCHOBHUX JJA0OPATOPHUX MapaMeTpiB abo
NATOJIOTIYHOIO Pe3yJbTaTy CKPUHIHTY HOBOHAPOKEHUX IM1I03PIOETHCS OpraHiuyHa
aruaemisa, giarHo3 MMA  a6o [IA BCTaHOBIIOETHCS TUIAXOM BUMIPIOBaHHS
OpraHiyHUX KUCIOT y cedi (Tabmuus 3). [ligBuieH s piBHS METHUJIMAJIOHOBOI KUCIOTH
pa3oM 13 3-TIAPOKCUIIPOMIOHATOM 1 MPHUCYTHICTh 2-METWILMTPATy MIATBEPIKYE
niarHo3 MMA, Toni K cXO)ka KapTHHA 0€3 MaToJIOTiYHOro PiBHSA METHIMAJIOHOBOI
KuciIoTu crnocrepiraetbesi npu I[IA. Yacto mpu IIA BUSBIAIOTH TIMIUITTIIUAH Ta
MPOMiOHUITIIIKH. J[iarHOCTUYHE 00CTEKEHHS MOKE OYTH JTOTIOBHEHE BUMIPIOBAHHSM
AIMIIKAPHITUHIB y CyXUX IUIsIMax KpoBi abo muiaswmi. Ilix yac mporo tecty MoxHa
BUSIBUTU pa3ztoue mijaBuineHHss C3 anuikapHITUHY (TIPOIMIOHUIKAPHITUHY) SK TIPH
MMA, tax 1 npu ITA. Kpim Toro, BUMiproBaHHSI aMiHOKHUCIJIOT Yy IIa3Mi BKa3ye Ha
MiIBUIIICHUN piBeHb rminuHy mpu MMA Ta I1A.

Pexomenpanis Ne2. Mu HamonerimBo peKOMEHIYEMO BHUMIPIOBATH OpraHivHi
KHCJIOTH B ceul, 00 BCTAaHOBUTHU HaaliiHui aiarno3 MMA a6o ITA.

Pe3yabTaT: paHHs JiarHOCTHKA.

SIkicTh J0KAa3iB: BHCOKA.

Cuiia pekomeHaamii: 1yxe HacTiiiHa (00IpyHTOBaHa O10XIMIYHUMHU 3HAHHSIMHU ).

Komenmap pooouoi zpynu: ¢ Yrpaini oiacnocmuxa MMA ma 1A 30iticnioemubcs
WAXOM BUMIDIOBAHHA OP2AHIYHUX KUCIOM ) Cceyi ma MOJEKYIAPHO-2eHeMUUHO20
AHANI3Y 2€HI8, 3AIYYEHUX VY MemadolizM MeMUIMAI0H080I ma NPonioHOB0I KUCIOM.
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TABJIMISA 3. bioximiuna kaptuHa IIA 1 craHM 3 WIABHINCHUM pPiBHEM

METHUJIMAJIOHOBOI KUCJIOTH

OprasiuHi kucjaoTu B cevi

AIWJIKapHIT
HHHU B CyXiii
KpOBi 200
mia3mi

Mernama  3-

JIOHOBA rigpoxcunp
KHCJI0TA OmioHAT

2-

MeTHJIL
UTpaT

IMpomnionink
ApHITHH

3ax130plonamm, AKi OGFOBOPH)IOTLCH Y Hux HACTAHOBaX

MMA?*
ITA

Inmri nedextu i nedpinuTn, 0 CIPUIYHHAIOTH MiIBHINEHHN PiBHA METHWIMAJIOHOBOI KHCJIOTH

Jedimur
MCEE
Jedimur
ACSF3°
Jedextn
CHHTE3Y
aJICHO3MUII-
i
METHIIK00a
naMiny®
Hedimmr
TpaHCcKoOa
JIaMiHy
Hedimur
penenTopis
TpaHCK00a
TaMiHy
Hedimur
BHYTPIITHB
oro
(haxTopa Ta
CHHIPOM
Imepciynn

Helimana—
I'pecbeka

XapuoBui
nedinut
BiTaminy B
12

1111 1
H 1

T M

1111 1

-1 H-1

11 i1

1
(M

M

H- T

1B

H-1

H- 1

"
T

M

111

H- 1

1B

H-1

H- 1

Ilnazma

I'omomu
CcTein

H

H

H-1

=11

=11

Birami
uB12

H

H

H- |

1B

00

-

Xo0J10TpaHCKO
O0asiamin

1B

A

Ilpumimka: naTorHoMoHIYHI OioxXiMivHi maHi moxo MMA Tta IIA B ceui Ta KpoBi NMOPIBHSHO 3
IHIIMMHU CYNyTHIMH 3aXBOPIOBAaHHSMH, IO CHPHYMHSIOTH ITJBUIICHHS PIBHS METHJIMAJIOHOBOT
KHCIIOTH. [3071b0BaHI Ne(hEeKTH MIIAXY METHIIKOOATaMiHy HE BiIOOPaKarOThC.
Ckopouensst: ACSF3 — unen cimT 3 anmin-KoA-cunreras, BO — BuyTtpimHii ¢pakrop, MCEE —
Metunmanonin-KoA-emnimepaza, MMA — wmeTtunmaiioHoBa amuaemis, H — Hopma, JIB— nani

BijCcyTHI, [IA — mpomnioHoBa anuaemis.
A TigTunmm mut, cblA, cbiB, cbhID-MMA.

50KpiM METHIIMAJIOHOBOT KHCIIOTH, y CEYi MOYKHA BUSBUTH IiABUILCHHUI PiBEHb MaIOHOBOI KUCJIOTH;
010XiMIUHI TapaMeTpH 3a MaTepianaMu Jxepena 6.

s Tigrunu cbIC, chID-MMA/HC, cblF, cblJ.
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3.2.3 | IndepenuiajbHa qiarHOCTHKA

Sk nmokazaHo Ha pucyHky (puc. 1), depment metmnmanonin-KoA-myraza Mmoxe
OyTH JUCOYHKIIOHATBHUM Yepe3 JACKIIbKAa PI3HUX TEHETHYHHX J1e(EeKTIB, SKi
OPU3BOMASTH JIO TMIJIBUILIEHHSA PIBHS METUJIMAJIOHOBOI KHCJIOTH B C€4Yl Ta KpOBI.
JludepeHnmianpHa I1arHOCTHKA ITiIBUIICHHS METHIMAJIOHOBOI KHMCIIOTH Iepeadadae
HU3KY 3aXBOPIOBaHb. 30KpeMa, piBeHb METHJIMAJIOHOBOT KUCIOTH MOKE TT1ABHUIIUTHUCS
yepes aepekr MMUT abGo omgHOro 3 TEHIB, pO3TAIIOBAHMX JUCTAIbHO Y
BHYTPIIIHBOKIIITUHHOMY [UISXY KoOalaMmiHy, IO 3yMOBIIO€ miaTHIN MMA,
OoOroBOpIOBaHi B LHMX HAacTaHOBaX, ab0 dyepe3 nAePeKTH, po3TalioBaHl OUIbII
OPOKCUMAIbHO Yy BHYTPIIIHBOKIITUHHOMY ILIISAXY KoOajlamMiHy, a TakKOoX uepe3
xap4yoBuil ediuut kodanaminy. 11100 BiApi3HUTH 3aXBOPIOBAHHS, IKi 0OTOBOPIOIOTHCS
B IIMX HACTAHOBaX, BiJ OUIBII MPOKCUMAJIbHUX 3aXBOPIOBAHb 1 MOPYIICHHS
noctayaHHs KoOanaMiHy, CJIiJl BAMIPATH piBHI TOMOLMCTEIHY Ta BiTaminy B12 y kposi,
KOTpI1, SIK OYIKY€TbCS, OylyTh HOPMAJILHUMU MpH 130Jb0BaHii MMA (3a BUHSATKOM
BUIAQJIKIB BHUIIAJIKOBOTO CYNYTHHOTO XxapdoBoro jAedinuTy BiTaminy B12 mnpu
i3ompoBa”it MMA). Benmuuunna migBUIIEHHS METUIMAJIOHOBOI KHCJIOTH MOXKE
J0IaTKOBO JOIIOMOI'TH KiacudikysaTu pi3Hi qedexty nmuisxy® (tadbauig 3). KpiM toro,
1HII PiAKICHI TeHeTH4H1 Ne(eKTH MNPU3BOASATH IO 130JIbOBAHOTO, XO4a W MEHII
BUPXKEHOTO TIJABUIICHHA PIBHS METHJIMAJIOHOBOI KHCIOTH 3 HOPMalbHUM
TOMOIIMCTEIHOM, aji¢ I¢ He € TeMoro Iux HactaHoB. LI reau Bxkmodate MCEE, mo
Koaye MmeTmManoHiT-KoA -emimepasy, Ta SUCLGL, SUCLAZ, siki KOXyIOTh CyKITHAT -
KoA-nirazy tomo (puc. 2). Hepiuur MCEE y nyxe piakiCHUX BUIAIKaX MOXKE
CYMPOBOJIKYBATHUCSI TOCTPOI0 META0OMIYHOK JEKOMIICHCAIlIE€l0, ajle MOoro KIIHIYHI
IPOSIBU MEHII CEPHO3HI MOPiBHAHO 3 i30/1b0BaHOI0 MMA.’

Komenmap pobouoi zpynu: /s oughepenyitinoi 0iacHocmuku 3axe0proeaHs, Wo
CYNPOBOONCYIOMbCSL 2INEePEeKCKPEeYIE0 MEeMUIMAIOH080I ma NPONIOHOBOI KUCIOM, 8
Ykpaini euxopucmogyroms aK 8U3HAYUEHHS PIBHA 2OMOYUCMEIHy ma 6ImAMIHY 6 KpOEl,
Max i MONEKYIAPHO-2eHEMUYHUL AHAI3 2eHI8, 3ANYYeHUX Y 8I0N0BIOHI MemaboliuHi
WIAXU.

Ockinbku 1151 pepmeHTy nponioHia-KoA-kapbokcunasu norpibeH O10THH SIK
Ko(akTop, AJii BCTAHOBJIEHHS OCTaTOYHOro aiarHo3y I[IA HeoOXiHO BUKIIOUWUTH
xapuoBuit gedinut 6ioTunHy abo nedekt dpepmentiB 6iotuninaszu (ren BTD, Ne609019
y katasno3si OMIM) abo romnokap6okcunasu-cunrerasu (ren HLCS, Ne609018 y
kartano3i OMIM). V Bcix mux Bumaakax npodisli OpraHIYHUX KHUCIOT y cedl
BKJIFOUATUMYTh HE JIMIIIE M1IBUILEHI PiBHI META0OITIB, MaTOrHOMOHIYHKX 115t [TA (3-
TAPOKCUIIPOITIOHATY 1 2-METWJIIUTPATy), aje ¥ 1HII MeTaboJiTH, 110 TMOB'I3aHi 3
nedluUTaMy 1HIIKMX O10TUH3AIEKHUX KapOOKCUIIa3, TAKUX SIK METHIIKPOTOHUITTIIUH.
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PUCYHOK 4 3anponoHoBaHa OII0K-cXeMa
BeneHHsl manieHTiB 3 MMA ta IIA, ski orpumanm
3arajbHy aHECTe3il0, Ha OCHOBI EKCIEPTHOI IyMKH.

CnnaHyiTe npoueaypy Ta MMA — wMetwiManoHoBa ammuemis, IIA —
iHbopmyiiTe haxiBus 3

nuTaHe MeTaboniamy

v

MauieHT 300pOBUIA NPOTAromM
OCTaHHiX 48 roguH i PiweHHs npo BigknaaeHHs
HeaBHbLOro (<3 micauis) npoueaypu

MeTaboniYHOro 06CTEXEHHNA? A

3acTtocyBaHHSA 3aranbHOI aHecTesii

MIPOMIOHOBA aAlUAEMIst

|
|
|
|
|
7t s oo %
nuTaHb MeTaboniamy
<10 Mmmonb/n?
I
|
|
|

v

PilleHHst Npo npoBedeHHs
npoueaypu

OnTnMmi3yinTe nikyBaHHS ANs
niaTpumkm meTaboniyHoi — — — — — —
cTabinbHocTi

Lo Ta nig 4yac aHecTesii

BBoabTe B/B rnioko3y 3i LWBMAKICTIO, BiANOBIAHO BiKy (40AanTe HaTpii i kanin), po3rnaHbTe
MOXIMBICTb B/B BBeAEHHS MiMigHOro po3ynHy, SIKLO Npoueaypa TpuBae AOBro

MepeWaiTe Ha B/B KapHITUH y cTaHaapTHIN Ao3i 100 mr/kr/aoba

MpusHayTe gopaTkoBY A03y rigpokcokobanamiHy nauieHTam 3 MMA, siki fatoTb Ha HbOro
BiAMoBiOb

KoHTpontoiiTe KUCNIOTHO-OCHOBHWUIA BanaHc, piBHi rMOKO3u, aMmiaky Ta enekTposiTiB
Micns aHecTesii
AkHalWwBKALWE 3anpoBaAbTe nepoparbHe Xap4yBaHHs

3MeHLWITb i, 3peLUToto, MPUNMHITL B/B BBEAEHHS MMIOKO3U (Ta NinigiB) nuLue nicna 4OCArHeHHS
HaneXxHoi NepeHoCHMOCTi nepoparibHOro XxapyyBaHHSA

MpwusHauTe cTaHgapTHY NepopanbHy dapmakoTeparnio

MponoBxXyiTe MOHITOPMHr BULIe3a3HayeHux BioxiMiyHMX napameTpiB [0 MOBHOMO
BiAHOBMEHHS

Sk MMA, tak 1 [TA ycnagkoByrOThCS 3a ayTOCOMHO-periecuBHUM TuroM. 11106
MiATBEPAUTH O10XIMIYHMIA J11arHO3, CKEPYBAaTH JIIKYBaHHS 1 3a0€3MEUYUTH T'€HETHYHE
KOHCYJIbTYBaHHA JJis CiMeH, HEOOXITHO BU3HAYUTH OCHOBHHUM T'€HETHMYHHUU HEQEKT.
[BonmroBana MMA wmoxke OyTu crpuunHeHa Ne(eKTaMu YOTHPHOX PI3HUX TEHIB,
BkoyHo 13 MMUT (miarumamu mut ), MMAA (cblA), MMAB (cblB), MMADHC
(cbID-MMA).? Cneuudivyni myrauii B MMADHC Tako MOXYyTh NPU3BECTH [0
koMmOiHOBaHOTO  deHotuny MMA Ta roMouMCTHHYpii abo0  130JbOBAHOI
roMonucTurypii.® V pinkicHux BuIankax HENEPEKOHIMBHX FE€HETUYHHX PE3YIILTATIB
JOCTI/HKEHHST KOMIUIEMEHTAIlll, aHalll3 BKJIIOYEHHS MPOIioHaTy abo BUMIipIOBaHHS
akTUBHOCTI (pepMeHTIB y (iObpobdiiacTax MOXKYTh JOMOMOITH B J1arHOCTUYHOMY
npoueci.>%1% Bararo 3 Bigomux myrauiiit MMUT Oymu ¢yHKLIiOHAIEHO MEpeBipeHi 3a
JIOTIOMOTOI0 BHUIIE3TaIaHNX aHai31B, 10 JIO3BOJIIIO ICTOPUYHY KIacH(IKAIIo SK
migrury mut® (BigcyTHiCTh BiANOBIAI HAa M0OJABaHHS TiIPOKCOKOOANaMiHy B aHai3i
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BKJIFOUCHHSI TIPOMiOHATy) abo miartuiry Mut™ (IiJBHINECHE BKJIIOYCHHS IPOIIOHATY
micas  JIOJaBaHHS TIIPOKCOKOOanamiHy JO CepeloBHUINAa s KYyJIbTUBYBaHHS
KiniTun), 12

VY Bunanky [IA Hemae >XOIMHMX JIOKa3iB TOro, IO 1JIeHTU(]IKalisl OCHOBHOTO
regHoro nedekry (y reni PCCA abo PCCB) moxke kepyBatu JiKyBaHHAM a0o
MPOTHO30M,  OCKIIbKM  KOpelsiis  reHotun—(peHorun  HeBimoma.®  OpHak
MOJICKYJISIDHO-TEHETUYHE  TIATBEPIPKEHHS 3aXBOPIOBAaHHS € KOPUCHUM IS
TeHETHYHOT'0 KOHCYJIbTYBAaHHS Ta MOTEHIIIWHOT TPEHATAIBHOI 11arHOCTUKHU.

Pexomennaunis Ne3. Mu nponoHyeMO MOJIEKYIIIPHO-TEHETUYHE TECTYBaHHS JUIS
OyIb-AKOTO MarfieHTa 3 010XiMiuHUM Ji1larHo3oM MMA Ta [1A 3 MeToro niaATBepIKEHHS
niargosy, posnoainy Ha migrpynu (mut®, mut-, cblA, cbIB, cbID-MMA), reseTnunoro
KOHCYJIbTYBAaHHSI Ta YMOXKJIMBIICHHS MMPEHATAIBHOI JT1arHOCTUKH.

Pe3yabTaT: paHHs JA1arHOCTHKA.

SkicTh 10Ka3iB: MOMipHAa.

Cuia pekomeHngauii: ciadka.

Komenmap pooouoi epynu: B Ykpaini npoeooumscs MONEKYIAPHO-2eHeMUYHe
mecmyB8aHHs 2eHi8, 3a/1yUeHUx ) 8ION0BIOHI MemaboNiuHi ULTAXU.

3.2.4 | [IpenarajibHe TECTYBAHHS

[IpeHatanbpHa J1arHOCTHKA IMPOBOAUTHCSA MEPEBAKHO LUISIXOM MOJIEKYJSPHOIO
anam3y JIHK niona. bioximiuni anamizu npu MMA a6o [TA MokHa BUKOPUCTOBYBATH
SK albTepHATUBHUHN a00 TOAATKOBHI METOJI Y BUITAIKAX, KOJIM TEHETUYH] PE3yIbTaTh
HENEepeKOoHJIMBl a00 MeTon HemoctynHuid. [IpenaranpHa giarHoctuka MMA moxke
OyTH BUKOHAHa IUIAXOM BUMiptoBaHHss MMA y cyxiii amHioTuunii piguni,'* a TTA —
IUIAIXOM BHM3HAYEHHs 2-METHILUTPATy THM camMuM MeToxoM.'® TloeaHaHHs IBOX
OKpeMHX MeTO/IB (O10XIMIYHOTO Ta TEHETUYHOTO) IIJIBUIIYE JOCTOBIPHICTH
pe3ynbraTis.® I1i HacTaHOBH JMIlIE PEKOMEHIYIOTH CIIOCIO PEHATAIBHOL JiarHOCTUKY
1 HE pO3TJISAAI0Th 1HIMBIIyalibH1, KYJIbTYPHI Ta €THYHI HIHHOCTI Ta MIpKyBaHHS.

Pexomennanisi Ne4. My nponoHyeMO BUKOPUCTOBYBAaTH I'€HETUYHE TECTYyBaHHS
JUTSI peHaTanbHoi miarHoctukd MMA Ta [TA.

Pe3yabTaT: paHHs JiarHOCTHKA.

SAxicTh 10Ka3iB: MOMIpHA.

Cuna pexkomenaaiii: ciadka.

Komenmap pooouoi cpynu: B Yrpaini npenamanvra 0iacHOCMUKa npo8oouUmsCs
wisixom moaexynsprozo ananisy JJ{HK niooa.

3.2.5 | CKpUHiHI HOBOHAP O’KEHUX

[Ipomioninkapuitu (C3) € 6ioMapkepoM 3aXBOPIOBAHHSI, aJI€ MOKE Bi0OpakaTu
3MIHHI TIJBUIIEHHS B KOHTEKCTI CKpUHIHTY HOBOHapoykeHux Ha MMA Tta ITIA. 3
METOJIOJIOTTYHOI TOYKH 30pY YYTJIMBICTH 1 CHEU(IYHICTD AJis AlarHOocTUKH MMA T1a
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I[TA B cyxumx miasiMax KpOBi, OTPHUMaHUX MPOTATOM MEPIIUX IHIB KHUTTSI, MOKHA
ONTUMI3yBaTH LUISXOM BMMiproBaHHs Bimnomenus C3/C2, 2-merumurpary,t’ 19 3-
rigpokcumnpomionary,?® C3/C0 ta C16:10H/C2?! i C17,2 y paMKaX HOYaTKOBOI'O
CKpPHUHIHTY a0o IiJ1 YaC TECTYBAHHS JPYroro PiBHS.

B ocrannix pocnipkeHHSX Oyn0 BHSBJIEHO, IO CKPUHIHT HOBOHAPO/KEHHUX
i JBMIIYE HMOBIPHICTb PAHHBOI JiarHOCTUKH nanienTiB 3 MMA Ta I1A,%3%4 0co6mmBo
y BMIIAJKaX 3aXBOPIOBAHHS 3 Mi3HIM 1moyaTtkoM.?® Xoda CKPUHIHI HOBOHAPOMIKEHHX
MOJKE 3MEHIINTH HEOHATaIbHY CMEPTHICTh,2® BiH He MOXKe 3amo0irTH HeoHaTalbHil
METa0OMIYHINA AeKOMIIEHCAllli, MOXJIMBO, Yepe3 3aTPUMKY OTPUMAaHHS PE3yJIbTary
CKPUHIHTY HOBOHApO/KEHUX. KpiM TOro, CKpWMHIHT HOBOHAPOKEHUX MOXKE HE
NOKPAILMTA BaXJHMBI THapaMeTpu pe3ysibTarTy, BKIIOYHO 3 METa0OoJIYHOIO
CTa0IIBHICTIO 1 PO3BUTKOM KOrHITUBHUX (pyHKii.?>?"30 VY kpainax, e MMA ta ITA
HE € YaCTUHOIO CKPUHIHTY HOBOHApPO/KEHUX, ajleé METOJ] IPYHTYETbCS Ha OTPUMaHHI1
MOBHOTO MPO(UII0 alWIKAPHITUHIB, HETallHE «PO3KPUTTS» Npoduno y aiTed 3
M103PIIMMU  KJIIHIYHUMH O3HaKaMHM 1 CUMIITOMaMHU JIOTIOMara€ yHUKHYTH 3HA4YHOI
3aTPUMKHU BCTAHOBJICHHS J11aTHO3Y.

VY 2015 pori ckpuHiHr HOBOHapomkeHnx Ha MMA ta IIA mnpoBoguBcs y
MeHmocTi kpain €pomneiicekoro Corosy (7/27).3! Ockinbku METOA CKPHUHIHTY,
BKJIFOYHO 3 MIATBEP)KYBaJbHUM TECTYBaHHSM, € 3MIHHOIO, a CTPYKTYpPOBaH1
IporpamMu MOJAJIBLIOrO CIIOCTEPEKEHHS, 30CEPEPKEHI Ha PEIEBAHTHUX IS Malll€HTa
pe3ynbTarax, 4acTo BIACYTHI, ICHye NoTpeda B CHCTEMAaTH4HIM OLIHII Iporpam
CKpUHIHTY HOBOHapojpkeHux Ha MMA Tta IIA, mo0 cdopMymtoBaTH 3arajibHy
PEKOMEHAIlI0 32 YW TPOTH CKPUHIHTY HOBOHapomkeHux Ha MMA Tta TIA y
MaiiOyTHbOMY.

Komenmap pooouoi zpynu: B Vxpaini HC 30iticnioembcsa 6i0nogioHo 00

Ilops0Ky nposedeHHs pO3UUPEHO20 HEOHAMAIbHO20 CKPUHIHZY, 3AMEepONCEH020
Haxazom MO3 Vrpainu Ne2142 gio 01.10.2021 poky.

3.3. | JlikyBanusas MMA Tta ITA

3.3.1 | IlouaTkoBe JIiKyBaHHS

PanHs JniarHocTHKa 1 CBO€YacHE JIIKYBaHHS TIPalOTh BaXJIUBY pOJIb JUIs
MOKpAILEHHS BUKUBAHOCTI Ta 3HIXKEHHS 3aXBOPIOBAHOCTI naiieHTiB 3 MMA rta [1A. 3
YacoM BIDKMBAHICTh ILMX MALIEHTIB  mokpamquiacs.?$2632-35  Haitimosipaimre,
MOKpAILIEHHS BH)KUBAHOCTI 3YMOBJICHE BJIOCKOHAJICHHSIM CTpaTeriil JKyBaHHS Ta
MOHITOPUHTY TamieHTiB. OHAK 32 HASBHUMU JAaHUMH HE MOKHA 3pOOUTH BHCHOBOK
PO BIUIMB OKPEMUX 3MIHHMX JIKYBaHHS Ha BIXKMBaHICTh. Y maIlieHtiB 3 MMA
BIDKMBAHICTh TaKOX 3aJ€KUTh B BIKYy IIOYaTKy 3aXBOPIOBAHHS Ta MIATHITY
3aXBOPIOBAHHS; MallicHTH 3 MMA 3 paHHIM I109aTKOM, 30KpeMa manicatn 3 mut’ ta
cblB, mignaroTecs Bummomy pusuxy cmepri. 3334

Sk TinbKM BUHMKAe Timo3pa Ha HasBHICTE MMA Ta IIA, cmig po3noudaru
crienuQpiyHy Tepariio 1 HallpaBUTH MAIll€HTa JO CTEI1adi30BaHOTO IIEHTPY, OCKUIbKU
JesAKi METOAM JIKYBaHHsS Ta CHeLiaJbHi 3HAHHSA OCTYyNHi ymme Tam.® IHTeHcuBHA
Tepamis TMaIi€HTIB 3 METa0OJIYHOK JEKOMIICHCAIIEI0 MOXE 3HAJIO0OUTHCS, SKIIO
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CHIOCTEpPITAETbCA  TSHKKUM  METa0ONIYHMM  anmMgo3 3 TiNEepaMOHIEMIEID  Ta
rinepiakrareMiero 4 6e3 Hux. Croermudika IUX METOIB €KCTPEHOro JIIKyBaHHS,
BKITIOYHO 3 €KCTPAKOPIIOPATHHOIO IETOKCUKAIII€I0, IOKK HE BUBYCHA CHCTEMHO, TOMY
3HAYYIICTh OKPEMHUX METOJIIB JIKYBaHHS JJIsl MOKPAIICHHS BIKUBAHOCTI MPOTITOM
OCTaHHIX JECATWJITh HEICHA. ['pyma eKCHepTiB MpoBelia aKTUBHE OOTOBOPEHHS
HasiBHUX JaHUX 1 pO3pOoOMIIa MPUHLUIH, 3aCHOBAaHI Ha €KCIEPTHIN AyMIIl, TIAX0AY A0
JIKyBaHHS (HEMUHYYO1) TOCTPOI METa0OoIYHOI IeKoMIIeHcarlli y naiieHTis 3 MMA Tta
ITA (puc. 3). Bunaerbcs IOIIIBHUM HE PEKOMEHIYBATH MOYATKOBE BUKOPUCTAHHS
deHindyTupary HaTpito sK noriauHada amiaky npu MMA Ta [TA, ockiJIbKM BOHO MOXe
MIPU3BECTH JI0 3HUKEHHS PIBHS TIIyTaMiHy, MOTEHIIMHO MEPEITKOIKAIYH aHATIIIEPO3Y
IUKJTy TPUKApOOHOBUX KHUCJIOT yepe3 2-keroriyrapar.’® HemomaBHO KapriiymoBy
KHUCJIOTY OyJIO BUTIPOOYBAHO SIK KOMIIOHEHT CTpaTerii JiKyBaHHSI TirepaMOHIEMIT TIPH
MMA Tta ITA.*"*® Xoua mnpemapar m00pe NMEpeHOCHUBCSA 3a BiACYTHOCTI MOOIYHHMX
edexti,** morpiOHe NPOBENEHHS MOAAIBLUIMX CUCTEMATHYHUX JOCIiKEHD, 1100
nigTBepautu ioro edexkrusHicts.* KpiM ToOro, ciin 3a3HauMTH, 10 iHTEHCUBHE
BHYTPIIIHBOBEHHE BBEJCHHS TJIIOKO3M MOXE TPU3BECTH JO JIAKTOAIMI03Y,
MOTEHIIIMHO BHACIIJIOK 1HT10yBaHHS (epMEHTY MmipyBaTaeriaporeHasu npu MMA Ta
ITA.

HemoxJMBO 3poOHUTH JT0Ka30B1 3asBU IIOAO MOKPAUIEHHS BHXKMBAHOCTI IMICIIA
TpaHCIUIAHTAIlll TICYIHKH, OCKILJIBKH OMYyOJIIKOBaHI JOCTIIKCHHS 30CEpeKeHI Ha
BIMKMBAHOCTI HE3a0apoM Miciid TPaHCIUIAHTalli, aje MOPIBHSHHSA JOBIOCTPOKOBHX
pe3ynbTaTiB 3 TMalll€eHTaMH, SKI HE NEpPEeHeCHd TpaHCIUIaHTaliio, BiAcyTHI. Lle
CTOCYETHCS TPAHCIUIAHTAIIIT TEY1HKU Ta HUPKH 1 IEU1IHKOBO -HUPKOBOI TPAHCIUIAHTAIII],
Jle 3arajabHa Mic/Isonepaniiia BUKUBAHICTh CTAHOBUTE OJIM36KO0 85%. 4244

Pexomennanisi NeS. ko Bunukae migo3pa Ha MMA a6o [TA, Mu nponoHyeMo
HEeraifHo po3noyaTtu cnenudiune JIKyBaHHS JUIsl MOKPAIIEHHS! BUKUBAHOCTI.

Pe3yabrar: BIOKMBaHICTb.

SkicTh noKa3iB: MOMIpHAa.

Cuna pexkoMenaaiii: ciadka.

3.3.2 | MerabosiuHa cTa0lIbHICTH

Tepmin «metabosniyHa CTaOIIBHICTEY YAaCTO BUKOPUCTOBYETHCS B KIIHIYHOMY
KOHTEKCTI, aJjie Horo 3HaYeHHs PiJIKO BKa3YETHCS MpsAMO. [[J1s misieit 1uX HaCTaHOB MU
BU3HAYUJIM META0OIIYHY CTAO01IBHICTD SIK BIJICYTHICTh TOCHITaJi3aIlli Ta 3aroCTPEHHS
O3HaK 1 CHUMIITOMIB 3aXBOPIOBaHHS, OCOOJMBO METa0OJIYHOTO amuao3y Ta
rimepaMoHieMii. BiAmoBiiHO 70 IbOr0 BH3HAYECHHS MeETa0OJIiYHA CTAOUIBHICTh €
KOMIUJIEKCHUM TEPMIHOM, OCKUJIBKM Ha HEl BIUTUBAIOTH Pi3HI (PaKTOPH, JIEAKl 3 SKUX
PO3IIISIAAIOTHCS B IIBOMY PO3JILII.

PiBHi OiOXIMIYHHMX META0OJITIB, TaKUMX SK METUJIMaJOHOBA KHCIOTAa,
MPOMIOHUIKAPHITUH Ta aMIHOKHCIOTH IUTa3MH, YacTO BHKOPUCTOBYIOTHCS —SK
CyporaTtHi Mapkepu MeTa0OoJIIYHOI CTAaOUIBHOCTI (IUB. pO3a1a «MOHITOPUHT» IS
OTpUMaHHA JieTalbHOI 1HGOpMallii Mpo YacToTy BUMIpoBaHb). OJHAK HAsSBHI JaHi
CBIJlYaTh MPO HEOOXITHICTh KJIIHIYHOI OI[IHKH, BKJIOYHO 3 OIJIAJIOM MEIMYHOIO
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aHaMHe3y Ta BUMIPIOBaHHS MPOCTHX O010XIMIYHUX MapaMeTpiB, TAKUX SK KHUCIOTHO-
OCHOBHUH OanaHc (3HWKEHHS pH 1 HaUIUIIIOK OCHOB, 301JIbIIICHHS aHIOHHOT PI3HUILI),
KETOHHU B C€yl Ta aMmiak y Iia3Ml KpOBI IPU TOCTPOMY CTaHi, JJIsl PO3PI3HEHHS MIiX
MeTa0oIuHOK CTa0lIbHICTIO 1 JekoMmeHcanieo*4® HemonaBuo BUMIiprOBaHHS
daktopy pocty Pibpobnacti 21 (FGF21) 1 2-merwnuurpaTy BKa3zyBajlo Ha
MOJKJIMBICTH IPOrHO3YBAHHS PO3BUTKY BiIalleHHX yCKiIaaHeHb. 4

Komenmap pobouoi epynu: Buznauenns pieHs amMoHiio, sIK OCHOBH020 MapKepa
8AICKOCMI OeKOMNeHcayii nayienma ma HApPOCMAHHA MemaboliuH020 Kpusy, Ha
MOMeHmM pOo3pOoOKU OaHOI KIIHIYHOI HACMAHOBU NPOBOOUMBCS JUUE 8 OKPEeMUX
MeOUYHUX YCMAHOB8AxX YKpainu ma He Modice BUKOPUCOBYBAMUCH Y DYMUHHIL
npaKmuyl.

TpurepHi siBuila, 110 NPU3BOJATH 10 META0OIIYHOI JEKOMIIEHCAIlli, BKIOYAIOTh
iH(]eKii, M0 BUKIMKAIOTh TapsSyky Ta Kartabomism. Tak camo TpuBai Mepioau
TOJOAYBAaHHA MPHU3BOAATH N0 Kartabomi3my, 1 iX CJHi YHHKATH, 1100 3amoOirTH
MeTa0omiuniii  HecTaOlnbHOCTL.® VY TakMX CHTyalifsX JIErKoro IepeMiKHOro
3aXBOPIOBAHHSI 3arajbHOI0 MPAKTHKOI € 3aCTOCYBaHHS €KCTPEHOTO EHTEPATLHOTO
Xap4yyBaHHS, IO CKJIAJA€THCS 3 PO3YMHY MOJIMEPIB TIIOKO3H (IHOAL 3 >KHPOBOIO
eMyIbCi€r0), 100 3a0e3MeYnTH JOCTATHIO KUIBKICTh €HEprii Ta 3aJ0BOJLHHUTH
MIIBUIIEHI MeTa0omuHl mnoTtpedu. ExcTpeHe xapuyBaHHsS CIIiJ] HaJaBaTH JIMIIE
MPOTATOM OOMEXKEHOr0 4Yacy Ta 3a YMOBH HAJIe)KHOI MEPEHOCUMOCTI, TOOTO
BIZICYTHOCTI OytoBaHHs 1 miapei. [lapanenbHo NpUNUHAIOTE 400 4aCTKOBO 3HUKYIOTh
crio>kuBaHHs O1yika (BKJItouHO 13 cyMimamu BAKII), nanpukinan, 1o 50% 3aiiexxHo Bij
BUPAXEHOCTI KIIIHIYHUX CUMIITOMIB. HaBeieHO CipoIlieHui oI 3aJIe’KHUX BiJl BIKY
CXEM HEBIIKJIaIHOrO JIKYBaHHS Ha OCHOBI PO3YMHY IOJIIMEPIB TIIOK03U (Tabnuis 4).

TABJIMISA 4. Cxemu HeBiAKIaIHOT Teparmii

Konuenrpauis nojimepis Enepris (kxan Ha
[JIIOKO3H Kuposa emyJbcis 100 ma1 3 ByrJieBoaiB
Bik (poxn) (% Byriesonis) (% xupy)a i skupy)
0-1 10 3,5 71,5
1-2 15 5 105
2-9 20 5 125
>10 25 5 145

Ipumimka: KiabKICTh PO3YMHY TOJIIMEPIB TJIFOKO3M CJIiJI BU3HAYATH BIJIMOBITHO JO 3arajbHOro
000BOTO CIIO’KMBAHHS PIIMHM BIAMOBIIHO 70 BiKY.

HKupoBy eMyJIbCiF0 MOXKHA JOJIaTH, SKIIO OYIKY€EThCS, 110 BOHA Oyj1e 100pe MepeHOCHTHCS.

Komenmapi pobouoi cpynu: B xnacuuniii cxemi JIKV8AHHA MemaOOIUHOL
oexomnencayii npu MMA ma [IA nayiecumy 3acmocosyroms pedxcum 6e30i1K08020
xapuyeanus npomszcom 24 /48 200un 3 nOCMynoeum pO3UWUPEHHAM KilbKOCHI
3a2anbH020 OIIKY 8 PAYioHi NPOMAOM HACMYNHUX 7 Oi0.
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s nixkysanus memadoniunoi oexomnencayii npu MMA ma IIA nayicnmy
3ACMOCOBYIOMb pedxcum 6e30i1K08020 abo 00MedHceH020 OINK08020 XaApuyBaHHs (3
o0bMmedxceHHAM 0000801 Hopmu OLIKY 3a 8ikom Ha 50%) npomseom 24/48 2o0un (ane He
Oinvwe 48 eooun!!!) 3 nocmynosum poswiupenuam KitbKOCmi 3a2aibH020 OIIKY 6
payioni npomsacom HacmynHux 7 0i6. Ilayicnmy 6800umvcsi pexicum eKcmpeHHO20
nepopaIbHO20/eHMePaIbHO20/NAPEHMEPATIbHO20 XAPYYEAHH 3 O00MAYIE0 PO3UUHY
nojimepis 2noKo3u (IHOOI 3 JAHCUPOBOID eMYNbCIEID), wob 3abe3neuumu 00CMAMHIO
KIIbKicmb eHepeli ma 3a0080ibHUMU NI08UWEH] MemaboliuHi nompeou.

3acanvuuilt 000606Ull Kanopaxc Mmae eionogidamu 6iKy ma 6a3l OUMuHu i3
nooanvwum 30inbueHHAM tio2o 0o 120-150% 6io nanescnozo. Beeoenns ma nodanvuse
PO3UUPEHHS YACMKU 3A2AbHO20 OLIKA 8 payioHi OUMUHU NPOBOOUMbC NPOMALOM
Hacmynuux 7 0i6. Llinbosuil pigenv 3aecanvHo2o OIIKY Ha 7 000y nicaa iHiyiayii
nikysanus — 1,5-1,8 e/ke/006y ma 3anexicumo 6i0 cmary OUMUHU.

Jcepeno: Nutrition support protocols.- Phyllis B. Acosta, Steven Yannicelli

Unenu pobouoi epynu 88axcaroms 3a 00YilbHe po3poOUmuU OKpeMuil aieopumm
HAOAHHS HeGLOKIAOHOI Meduunoi donomoau nayienmam iz MMA/IIA (0ooamox 6).

Tak camo 3aranbHa aHecTe3isi BUMarae OCOOJMBHX MIpKyBaHb IJIsI TapaHTii
HaJICKHOTO €Hepro3abe3neueHHss Ta MeTaboiuyHol cTabuIbHOCTI (puc. 4). OcKiIbKH
BaKIMHAIliSl HE BUKJIMKAE JIEKOMIICHCAIIII0 caMa M0 co0l, 110 CIIOCTEPIraeThes MpU
HOPYLIEHHSX IMKIYy cedoBuHM,”! mamiearam 3 MMA ta ITA pexkoMeHIyeThCS
JOTPUMYBATHUCS IUIaHY PErYJISIPHOI BakIMHALIi. Y KuUIbKoxX Bunaakax MMA Tta I1A 6e3
MeTa0O0IIIuHOI JEKOMITEH ALl TOBIIOMIIAIOCS ITPO BariTHICTh. %24

Komenmap pobouoi zpynu: YV eunaoxy nompebdbu y nposedeHui nianoeo2o abo
EeKCMPEHHO20  XIPYP2IUHO20 GMPYYAHHA  GAJCIUBO NAM AMAmMu, Wo mpuseae
20]100Y68aHH NPOMUNOKA3AHe O/ nayienma. Y eunaoky HeoOXiOHOCMI mpueanozo
20100y6aHHs,  (nideomoeéka 00  ONepamu8Ho20  8MPYYaHHs, Ol OKPEeMux
IHCMPYMEHMANbHUX 00CmediceHb) 0008 13K080 NPOBOOUMbCA IHQY3IiHA NiOMPUMKA,
domayis npenapamieé KapHimuHy 8i0N0GIOHO 00 aAl2OPUMMY HAOAHHS HEBIOKIAOHOT
oonomozau nayieumam iz MMA/IIA.

3aboponeno: eanvnpoeceéa kucioma. Tepanis Kopmukocmepoioamu: npu
HeoOXIOHOCMI ~ npoeOeHHs — mepanii  nepesacy  Haoasamu  Npenapamam
eiopoxopmuzony. /s nayicumis 3 [1A: ocmepicamucs npenapamis, wo SUKIUKAIONMb
noooeacenns inmepsany QT.

LDicepeno: https://www.filiere-
g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf

3arasoM HEe3po3yMilo, YM € MaTOJIOTIEI0 BUTPATA €HEprii B CTaHl CIIOKOK IpH
MMA Tta ITA.%® [lepekonuBi maHi BiACYTHi, aje MOXXHA IPHUITYCTHTH, IO IICiIsA
METa0OIIYHOTr0 THCYJIBTY 3 TIOJIAIBIIINM 3HIDKCHHSIM PYXJIMBOCTI €HEPreTUYH1 MOTpedu
nanieHTiB 3 MMA Ta [1A MOXyTh 3HU3UTHCA. BIIpoBa)KeHHs rolyBaHHS Yyepe3 30H]

MOJKE 3a0€3MEeUNTH HAJICKHE XapuyBaHHS Ta CIIOKUBAHHS €HEPrii y JesSKUX MaIll€HTIB
3 MMA Ta 1A %980


https://www.worldcat.org/search?q=au=%22Acosta%2C%20Phyllis%20B.%22
https://www.worldcat.org/search?q=au=%22Yannicelli%2C%20Steven%22
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
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KpiMm Toro, HeoOXimHo Oyae BH3HAYMTH BIUIMB TEPCICKTUBHUX METOIIB
nikyBaHHs, Takux sk MPHK-Teparist abo iHI1111 MeTOIM TeHHOT Tepanii, Ha MeTaboIIuHy
cTabinbpHiCcTh Ta iHIII mapameTpu pe3yabrary. 6160

Pexomenaanist Ne6. Mu pekoMeHIyeMO YHUKATH KaTaOOJIYHOTO METa0oI3My Y
nanieHTiB 3 MMA Ta ITA, 1100 nmokpaimuT MeTadoiuyHy cTa0lIbHICTb.

Pe3yabTat: MetabosiuHa cTa0lIbHICTb.

SkicTh n0oKa3iB: MOMIpHAa.

Cwia pexkomeHnaamii: HacTiiiHa (OOrpyHTOBaHA MEAWYHMMM 3HAHHSAMH,
3aCHOBAaHUMHM Ha JIOCBI/I1).

[HII11 1€ TUYHI ACTIEKTH TAKOXK OMUCaH1 B pO3LITL PO HOPMaJIbHUI picT. 3arajiom,
Ji€Ta 3 HU3bKUM BMICTOM HPUPOAHOrO OijKa CrpsiMOBaHa Ha 3MEHIICHHS KiTbKOCTI
MOJIEKYJI-TIONEPEIHUKIB, 10 NOTPAIUIAIOTh Yy nedekTHui musax npu MMA Tta ITA.
[lorouna mpaktuka mierorepamii qis namieHTiB 3 MMA Ta [1A chpsimoBaHa sik Ha
MeTabomyHy CTaOUIbHICTh, TaK 1 Ha HOpMalbHHMH picT. BoHa TpyHTyeThCsS Ha
HQJICKHOMY 3a0€3ME€UEHHl €HEpri€lo, YHUKHEHHI TpPUBAJIOr0 TOJOJYyBaHHA Ta
3HIYKEHOMY CITO’KMBAaHHI aMiHOKHCJIOT-TIONIEPEIHUKIB (METIOHIHY, TPEOHIHY, BaJiHY,
130JICHIIMAY), 10 3a0e3medye aieTa 3 OOMEXKEHHSM NPHUPOAHOro OiIKa, a TaKOXK
JIOCTaTHbOMY JIJIsl BIKOBOT I'PYITM CIIOKMBAHHI BITaMiHIB, MIHEpaJIiB, MIKPOECJIIEMEHTIB
Ta HE3aAMIHHUX >KUPHUX KUCIOT. KUTBKICTh PUPOAHOrO OUTKa HEOOX1AHO OLIHIOBATH
1HIUBITyaJIbHO 1 BPAXOBYBATU PE3YJIbTATH KIIHIYHOTO Ta O10XIMIYHOTO MOHITOPUHTY.
['pynHe BUTOMOBYBaHHS MOXKIIMBE 3 YPaxXyBaHHSIM 3arajibHOTO BMICTY CIIOKHBaHHS
npupoaHoro Ounka. OIHAK JaHMX A7 BUSHAUEHHS JETaIbHOI CTpaTerii AleToTepanii
npu MMA Ta ITA, 3acHOBaHOi Ha JOKa3ax, HEJIOCTaTHBO.

Komenmapi pooouoi spynu: Kpim oomedcenns Kinbkocmi npupoonb020 OLIK) 8
00620mMpuUBAill mepanii nayicHmMam nPonoHyImMvCs CNeyianizo8ani 1iKy8aabHi Cymiuii
3 HU3bKUM GMICIMOM AMIHOKCIIOM [301eUyUHy, MEemioHiHy, mpunmogany, 6aiiHy, a
MAKONC HCUPHUX KUCTIOM 3 HENAPHUM JIAHYIO2OM Ma 00820JAHYIO208UX HEHACUYEHUX
aorcupnux kuciom. Ilompeba 6 cneyianizo8anux aiky8aibHUX CyMiulax po3paxo8yemucs
IHOUBIOYANLHO.

bazosa nompeba 'y orcupax, eyenesodax ma  ewepeemuuHi nOmMpeoOU
PO3paxo8yromuvcsi 6IONOBIOHO 00 CMAHOAPMIB HOPM Xap4y8auHs Oimel ma niolimKie
8i0N0BIOHO 00 6IiKY, 6azu ma cmami, ma peaiameHmyemocs Hakazom MO3 Vipainu
Ne1073 6i0 03.09.2017 «IIpo 3ameepocenns Hopm ¢hizionociunux nompeb HacenenHs
YKkpainu 6 ocHoéHux xap4o6ux peuosuHax i eHepaii»

Pospaxynox nompebu y 3acanvromy OinKy 300UCHIOEMbCA 3 027150y HA
IHOUBIOYANbHY NEPEeHOCUMICMb, Ma 3aA8HCOU GKIIUAE 6 cebe CcyMmy nompedu y
npUpoOHbOoMy OIIKY (3 NIOPAXYHKOM — AMIHOKUCIOM  I30]IeUYUuHy, MemioHiHy,
mpunmogany ma eaniny), ma OLIKI6 cneyianizo8anol NiKy8IaIbHOI  Cymiwi.
Enepeemuuna nompeba cxnaoae 100-120% 6aszosoi nompedbu 3a 6ikom, éazow ma
cmammio.
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Icepeno - Nutrition support protocols: Phyllis B. Acosta, Steven Yannicelli,
2001.

Pexomenmanis Ne7. Jlns mokpamieHHs MeTa0ONivyHOT CTaOUTBHOCTI MM
IIPOMOHYEMO JIETY 3 HU3BKUM BMICTOM MPUPOTHOTO O1JIKa, BPaXOBYIOUM 3arajbHY
noTpedy B OUIKY BIAMNOBIIHO JI0 BIKY.

Pe3yabTaT: MeTabosniuHa cTabiIBHICTS.

SkicTh 10KA3iB: HU3bKA.

Cuna pexkomenaaiii: ciadka.

OnucaHi HIbKYE CHellabHI penapaTy TAKOK BUKOPUCTOBYIOTHCS JJIsl CIIPUSTHHS
MeTabomiyHii crabinpHOCTI. JleBokapuiTH (3a3Buuaii y nmo3i 100 mr/kr/mo6a)
BUKOPUCTOBYETHCS 3 METOIO BIJHOBJICHHS 3HM)KEHMX YM HOPMAJIbHUX PIBHIB
kapHiTHHY Ta KoA y marmientiB 3 MMA Ta IIA, npu oMy BpaxOBYETbCS HOro
3MATHICTh 3B'I3yBaTH Ta BHUBOJUTH MOJEKyIW mpomioHUT-KOA, ski BBakaroTbCA
BiINOBiganbHUMHU 3a €Ki TokcuuHi edextn Mmerabomitie mpu MMA ta IIA.%5
[[lonatimenmie y maiieHTiB 3 [IA J€BOKapHITMH MOXE IOKPAIIUTH METa0OMuHy
CTabiIbHICTh 1 JOIOMOITH YHMKHYTH TilepaMOHieMiYHMX Kpu3iB.%® JleBoKapHiTHH
BBAXKAE€TbCA IIPENapaTroM, SIKUH J100pe MEepeHOCUTHhCS 1 Mae HE3HAuYHY KUIBKICTb
noO1YHUX eeKTiB. Y HENoJaBHbOMY JOCIIHKEHHI 3a yJacTio naiieHTiB 3 MMA Tta
[II1, six1 mpuiiMany JIEBOKAPHITUH, CIIOCTEPITAIMCS IMiABUIIEH] PIBHI TPUMETHIIAMIH-
N-okcuay B miua3mi. Uu mMoB'si3aHe 1€ CIIOCTEPEXKEHHS 3 MIJBUIICHUM PU3HKOM
CEpIIEBO-CYIMHHUX 3axBOpioBaHb y maiieHTiB 3 MMA Tta IIA, ski npuiimMaroTh
JIEBOKAPHITHH, 1€ HAJIEKUTH BU3HAYMTH. '

Komenmap poobouoi ccpynu: Ha nepioo memaboniuHoi Oexomnencayii
0008 ’3K06010 € 301IbUEHHS 003U NPenapamis J1eOKAPHIMUHY Y08iul (3 pO3PAXYHKY
200  me/ke/0o6y). Ilpenapam  6600umbcsi  OpAIbHUM, — €HMEPAIbHUM — AO0
napeHmeaibHuM MemoooM.

Loxcepena:

https://www.bimdg.org.uk/store/quidelines/ER-MMA-v4 141428 09092016.pdf

https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-
2022_sc_jdc.pdf

Mertponinazon (y mo3i Big 10 mo 20 mr/kr/moba 3a nBa-Tpu mnpuiiomu) OyB
KOMITIOHEHTOM CTaHAApTHOI CXEMH JOBTOCTPOKOBOTO JIKYyBaHHS, METOIO SIKOTO OyIIO
3MEHIIICHHSI YTBOPEHHsI OaKTEPiaIbHOTO MPOIIOHATY B KUIIEYHUKY, HE3BAXKAIOUU Ha
HU3bKY SKICTh JO0Ka3iB KopucTi. Hemae >XoAHMX J0Ka3iB TOro, IO HEWporaris €
MpUTaMaHHUM JIOBFOCTPOKOBUM yckiaaHeHHIM MMA a6o [1A, ane nij yac JikyBaHHS
MEeTpoHiga3onoM y mauienTiB 3 ITA crocrepiranacs nepudepuuna Helipomaris,® a
METPOHIa30J1 € BiJOMOK NPUUYUHON mepudepuunoi Heipomnarii.®® "0 Inmi nobiumni
edeKkTH BKIIOYAIOTh MNOJAOBXKEHHs 1HTepBany QTc 1 maHkpeatut, TOMy ciig 3
00epeXHICTIO TpPU3HAYATH METpoHija3on mamientaM 3 MMA Tta [IA. Sxmo



https://www.worldcat.org/search?q=au=%22Acosta%2C%20Phyllis%20B.%22
https://www.worldcat.org/search?q=au=%22Yannicelli%2C%20Steven%22
https://www.bimdg.org.uk/store/guidelines/ER-MMA-v4_141428_09092016.pdf
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
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METPOH11a30J1 MOraHO MEPEHOCUTHCS, 3aCTOCOBYIOThCS ANbTEPHATHBHI aHTUO10THUKH,
HaMNpUKJIIa1, aMOKCUIMIIIH a00 KOTPUMOKCA30JL.

Komenmap pooouoi epynu: 6i0nogioHo 00 cmarHoapmié HAOAHHs HeGIOKIAOHOT
Meouynoi  oonomozau  Odimam i3 MMA/IIA, npenapamu  memponioazony
BUKOPUCMOBYIOMbCA y Nepwiiu NiHII mepanii 3 Memoio 3MEHUIEeHHs YMEOPEeHHs.
bamepianbHo2o nponionamy 8 KuuleuHuky. Piwenns wooo npusnauenns npenapamis
MempoHiOazoy Kypcamu 8 IKOCMi CMaHOApmMHOL cxemu 006820CMPOKO8020 NIKYBAHHS
MMA/IIA  nputimaembca  iHOUBIOYAIbHO 3 027150y HA OUHAMIKY JIKYBAHHA,
sUpadiceHicms 8i0N08i0I Ha 6a308y mepanito, NOMEHYIUHI PU3UKU YCKIAOHEHb 3
MOIACIUBICINIO 1X MOHIMOPUHRY.

Icepeno: Nutrition support protocols: Phyllis B. Acosta, Steven Yannicelli,
2001.

https://www.bimdg.org.uk/store/guidelines/ER-MMA-v4 141428 09092016.pdf

https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-
2022 _sc_jdc.pdf

[lutanHg, 9u MOXKe KapriiymMOBa KHCJIOTa TMOCTIHHO 3MEHIIYBaTH KiIbKICTh
ermi30/iB MeTaboJIiuHOI JIeKOMITEHCallil, MOTpedye IMOJaIbIIOro BUBYEHHS. 't Byiio
3MIIICHEHO CIIPOOM aHAIJIEBPOTUYHO MiATpUMYBaTh PyHKIli0 mukiny Kpebca nuisxom
3aCTOCYBaHHS LIUTPATY, IO MPU3BEIIO 0 3MEHIIIEHHS YaCTOTH TOCHITaI3allll y TpbOX
namieHTis 3 [1A.7?

Komenmap pooouoi epynu: cmanom na 01.11.2023 poxy nixapcoxuii 3acio 3a
MIJICHAPOOHOIO HEeNnameHmo8aHoO HA36010 KaApeiymosa Kucioma 6 YKpaiui He
3apeecmposano.

Pexomenpanis Ne8. Mu npomnoHyemMo 3acToCyBaHHS J00aBOK JEBOKAPHITUHY
JUTS IOKpAIEHHS! MEeTa0O01YHOI CTa01IbHOCTI.

Pe3yabTaT: MeTabosiiuHa cTabUIBHICTS.

SKicTh 1OKA3IB: HU3bKA.

Cuiia pekomengauii: ciadka.

Hesixi manientd 3 MMA 04eBHIHO OTPUMYIOTh KOPUCTH BiJ] TAPEHTEPATHLHOTO
JTiKyBaHHS KoOajmaminoMm. Y mamieHtiB 3 CbIA  pesymbratn  31€0inbIIOrO
MOKPAITYIOThCS, a TAKOX 1 y TPETUHI MaIi€eHTiB 3 cblB Oyino omucano BiANOBiIb Ha
nikyBanHs.73 Cepen mnarieHtiB 3 aedpinurom MMUT miarpyna mut— 3 OUIbIIONO
UMOBIPHICTIO OTpUMAa€ KOPUCTh BiJl 1H'eKIIM KoOamamiHy,33 Xxoya YiTKI JOKa3u
BIJIMOBIII Ha KoOajdaMiH y MAaIl€HTIB 3 mut— BIACYTHI. IneanbHuUM cmocoOom
3aCTOCYBaHHsI € BHYTPIIIHBOM'S30BE BBEICHHS, a T1IPOKCOKOOATaMiH € Kparioko
dopmoro kobOanaminy. Panime Oyno 3ampormoHOBaHO MPOTOKOJN JUIsl  OIIHKH
010XIMIYHOI YYTIMBOCTI:

(a) IamienT mae OyTu MeTabONMIYHO CTAOUTHPHUM Ha TJi BiJICYTHOCTI HEJABHIX
3MiH Y JIKYBaHHI.



https://www.worldcat.org/search?q=au=%22Acosta%2C%20Phyllis%20B.%22
https://www.worldcat.org/search?q=au=%22Yannicelli%2C%20Steven%22
https://www.bimdg.org.uk/store/guidelines/ER-MMA-v4_141428_09092016.pdf
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
https://www.filiere-g2m.fr/media/attachments/2023/04/27/en_cu_ao_mai-2022_sc_jdc.pdf
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(0) IlamieHT Ma€e MPUMUHUTH 3aCTOCYBaHHS TiIPOKCOKOOAIaMiHy IIOHAMEHIIe
3a 1 MicA1lb 10 0OCTEKESHHS.

(B) 30epiTh MpUHAWMHI TPU BUXIJHI 3pa3Ku cedi ado mia3Mu (BUKOPUCTOBYMTE
Ty caMy O10JIOT1YHY PIAMHY) Y pi3H1 JHI JIJIs1 BAMIPIOBaHHSI METUJIMAJIOHOBOT KUCJIOTH.

(r) Beenith 1 Mr rizpokcokobagamMiny BHYTPIIIIHHOM'I30BO MPOTATOM TPbOX JHIB
MOCT1JIb.

(m) 36upaiiTe 3pa3ku ceui abo rmIa3Mu npotsiroM 10 AHIB yepes JIeHb.

() Cepemne 3HMXKEHHS KOHIIGHTpAIlli METHIMAJIOHOBOI KHCIOTH B cedi abo
ia3mi Ha >50% BBaXkaeThCs 3HAYHOIO BIAMOBIAAK0. [TogiOHe KO-pakTopHE NIKYyBaHHS
O10TMHOM HE PEKOMEHAYEThCS s marieHTiB 3 [1A, ockinbku 10Ci HE OYyI0 OMHMCAHO
NaIi€HTIB, K1 JaJIH BIJMOBIIb HAa TaKe JIKyBaHHS.

Komenmap pooouoi epynu: cmanom wna 01.11.2023 nixapcokuii 3acio 3a
MIJICHAPOOHOK HEeNnameHmoBaHOK HA36010 2IOPOKCUKoOanamin 6 Ykpaiuwi wHe
3apeecmposano.

Pexomenpamiss Ne9. Mwu  pekomeHIyeMO  OLIIHIOBaTH  BIANOBIAL  Ha
napeHTepaibHe BBeICHHS BiTaMiHy B12 y koxkHOrO martienra 3 migo3poio Ha MMA.

Pe3yabTaT: MeTabosiiuHa cTabUIBHICTB.

SkicTh 10oKa3iB: TOMIpHAa.

Cuwia pexomenganii: HacriiiHa (oOrpyHTOBaHa O0a30BUMH O10XIMIYHUMH
3HAHHSIMH).

TpancnnanTanis nedyinku npu MMA a6o ITA Ta xoMOiHOBaHa MEYiHKOBO-
HUPKOBA TPAHCIUIAHTAIIIS, @ TAKOXK TpaHCIUIaHTallisl HUpKU mpu MMA 0Oysa BUKOHaHa
y KUIbKOX MAI[l€HTIB JJIsl MOKPAILlEHHs pe3yibTaTy 3axBoproBaHHsA. He3Bakarouu Ha
BEJIMKY KUIbKICTh MAII€HTIB, sIK1 MEPEHECTN TPaHCIIaHTallil0, CKJIAIHO AaTH JIeTalIbHI
pEeKOMeHaIlii Ha 10 TeMy. BiICyTHICT eTalbHUX MOJANBIINX JTOCHTIKEHD 1 JaHUX
MPUPOHOTO TEepediry 3yMOBJIIOE HEIOCTATHICTh JIOKa31B JJI 0aratbox BiJMOBIIHUX
napameTpiB pe3ynbrary. JIJis mijaei X HaCTaHOB MU PO3TJISTHYJIH BC1 CTaTTI, BUSBIICH]
B pe3yJbTaTl MOLIYKY JITEPaTypH, MIOA0 MAIIEHTIB, AKI MEPEHECTH TPAHCIIAHTALIIIO
opraniB. Mu inentudikysanu maiixke 300 marientiB 3 MMA Ta [TA, G11bITICT 13 IKMX
Mamn MMA, sKi mepeHeciId TPAaHCIIAHTALII0 MEYiHKH, a TaKOXK MEHIIY KIJIbKICTh
narieHTiB 3 [1A, sxi nepenecnu Ty camy npouenypy. Cxoxe, mo namieaTa MMA Bce
YacTillie MPOXOJATh KOMOIHOBaHY TpPAHCIUIAHTAIlIIO IMEYIHKU Ta HUPKU. Yap et al
HEIOJIaBHO BUKOHAIM MOMIOHWIA aHami3, AIWIIOBIIM BHCHOBKY, IO MPOIEAYPHU
TpaHciuianTali y namieHTiB 3 MMA Ta TIA maioTh NOTEHIIITHY KOPUCTh, a TaKOX
CyNyTHi pusvku.”* My IPONOHYEMO PO3IISHYTH OJIOK-CXEMY BEIEHHS MALi€HTIB 3
MMA Ta IIA, ki OTpUMYIOTh 3arajbHy aHECTE31l0, HaBeJACHY Ha pucC. 4, mix yac
BUKOHAHHS Oy/Ib-IKOT IPOIEAYpH TPAHCILIAHTAITI].

[Ticnsa TpaHcIIaHTaIll MEYiHKU Ta/ab0 HUPKU KUIBKICTh €IMi30/11B METa0OoIIuyHO1
JEKOMITIEHCallli 3MEHIIYEThCS, a JEsSKI aBTOpPU MOBILAOMISIIOTH MPO CKOPOUYEHHS
TPMBAIIOCTI TOCIITANI3AL{] ITi]] Yac MEPEMIKHOIO 3aXBOPrOBaHHs. *25475-103 Kpim Toro,
Iicsl TpaHCIUIAHTAIlli CIOCTEPITaEThCSl MOKPAIEHHS 3 TOYKH 30py Ol10XIMIYHHX
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mapkepiB (C3, signomenHs C3/C2, MeTHIMaJIOHOBA KHCIOTa, 2-METHIIATpAT,
FGF21).4749.75.98.104 Qnyak micns Tpa”cuiadTanii y namiearis 3 MMA Tta ITA Bce e
MOX€ BUHUKHYTH TOCTpa MeTaOoJliyHAa ACKOMIICHCAIlisd, a JIEeSIKl 3 IUX eMi30/1B
JEKOMIIEHCALlli MOXYTh CTaTd JieTaabHumu.* 102104109 Tony Gynp-gxkuil mamienr 3
MMA ab6o IIA, saxomy Oyj0 MpOBEACHO TPaHCIUIAHTAIlII0, TTOTPEOY€E MOJATBIIOTO
crocTepexeHHs: 3 OOKy (axiBlsl 3 NUTaHb META0O0NI3My, a TaKOX PEryJsipHOrO
MeTabomiuHoro Monitopunry. ! Ciig yHukaTy TpaHCIUIaHTaLil OpraHiB y MalicHTiB 3
TOCTPOI0 METaOOJIIYHOI JIEKOMIIEHCAIlIEI0, OCKIIBKH caMa TMpoIeaypa MOXKe
CIIPUYMHUTH TOJAIIBINY JeKoMIIeHcalliro. 1

[Nartientam 3 MMA Ta [1A, siki mepeHecan TpaHCIIJIaHTAII0, TICTS TIPOIEaypr
NpU3HAYAIN TaKi 3aX01M, IK HOpMali3awis aieru,*>848990,93,94103,104,112-115 3y jepmienns
yy 30iIbIIEHHS CIIOKMBaHHs Oika’™ 678.8083,88,91,96-98,100.102.116-118 4G54 npomopkenHs
nieTnaHux 00Mexens®>8" 119 Sk nocmabnenns, Tax i MPOJOBKEHHS A1€TH MPU3BOIUIM
110 MeTaboIiuHoi cTabinpHOCTI 63 rocTpoi aekommencarii. 819 [Tix yac npogosxeHHs
JTI€TU 3 TIOCTIMHUM OOMEXKEHHSM OiJKa JesdKl 1HI TMaIlli€eHTH, SKI TEpeHecln
TpaHCIUIaHTallifo, Mand Merabomiunmii  anumo3.8192  Heobximne mposeneHHs
MOJAJIBIINX JOCHIKeHb, 100 BU3HAYWUTH, YU TMOTPIOHE IMPOJOBKEHHS OOMEKEHHS
TIETH TICHA TpaHCIUTaHTallii. Jlo oTpuMaHHS MEPEeKOHIUBININX JAHUX TOLLUIBHUM €
MOAANBIINI JOTJIsA 3 00Ky (paxiBlsl 3 MUTAaHb META00J113MY, BKIIOUHO 3 010XIMIYHUM
MOHITOPHHTOM 1 PETYSIPHUM TEPeryisiioM JI€TH, a TaKOX IPOJIOBKCHHSIM
3aCTOCYBaHHS JIEBOKAPHITUHY.

Cnin 3a3HayuTH, 10 Tpyna 3 po3poOKM HACTAHOB HE BKJIIOYaia XIPypriB-
TPAHCIUIAHTOJIOTIB, TOMY HAasBHI JlaHl PO3TISJAINACS 3 TOUYKH 30py METaOONMIYHHUX
JikapiB. I'pyna NponoHye pO3TJSHYTU MOXKIIMBICTh TPAHCIUIAHTAIli MEYIHKHU JIs
narieHTiB 3 MMA Ta 1A a6o KkoMOiHOBaHOI ITEY1HKOBO-HUPKOBO1 TpaHCIIaHTAITIT JJIs1
namieaTiB 3 MMA, ski  CTpaXJamOTh BIJI YacTHX C€MHI30JiB MeTaboIIIHOI
JEKOMITIEHCallli, OCKUIbKM HalOUIbll BUpPaXEHUM €e(EeKTOM TpaHCIUIAHTalli €
TOKpAICHHS METa00I19HO1 CTa01IbHOCTI.

Pexomennanisi Ne10. Mu nponoHyeMo po3risiHyTH MOXKJIMBICTh TPaHCIUTAHTAIT
neuinku npu MMA Ta IIA, a Takok KOMOIHOBAaHOI MEYIHKOBO-HUPKOBOI
TpaHcrianTamii npu MMA 17151 ToKpaIieHHs MeTa0oJ1uyHO1 CTa01lIbHOCTI.

Pe3yabTat: MeTabosiuHa cTa0lIbHICTb.

SkicTh 10Ka3iB: HU3bKA.

Cuia pekomengauii: ciadka.

3.4. | Binnaneni yckiaagnenasas MMA Ta ITA

31 30UIbIIEHHSAM BIMOKMBAHOCTI BIJJAJCHI YCKJIAJHEHHS CTAlOTh OUIBII
OYEBUIHUMHM, BKJIIOYHO 13 JOCI HEBIJIOMUMHU 3aXBOPIOBAHHSMH, TaKUMHU SIK
HOBOYTBOPEHHSI B TIEYIHIIl, a camMe TrenaTo0JacTOMOI0 Ta TenaTOLETIOISIPHOI0
kapirHOoMOor0.20 BaIMBo BU3HATH, 1110, HE3BAXKAIOYM HA ITOKPALIEHHS BHXMBAHOCTI,
MeTaboaiyHa JEKOMIIEHCallld BCE 1€ 3aJMIIAETbCSI OCHOBHOIO  MPUYUHOKO
cMepTHOCTI,** a cunapom nomosxenHs intepsany QT abo kapaiomiomaris MOXYTh
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CIPHYMHHUTH pPanToBy cMepTh.'3121122 Hypkye HaBeneHO JeTanbHi peKOMeHaallii
BIJITIOBIJTHO /0 KOHKPETHUX MapaMeTpPiB pe3yabTaTy.

3.4.1 | HeBpousioriyHi yCKJIa{HEHHS

MMA Ta ITA acouirorThCs 3 HU3KOI HEBPOJIOTTYHUX MpobseM. Uepes ckiaaHy
IpPUPOAY iX PO3AUTMIM HA OKPEMi PO3AUTH BIAMOBIIHO JIO MapaMeTpiB pe3yibTaTy:
PO3BUTOK KOTHITMBHUX (YHKLIM, METa0OMIYHUN 1HCYNBT, EMUIENCis, a TaKOX
HOPYLIEHHS 30py Ta CIYXY.

Y Toit wac SK JesAKl TaIll€eHTH TICAsS TPAaHCIUIAHTAIlli OpraHiB JOCSTAaIOTh
crabimizanii i HaBiTh MOKpAIIEHHs HEBPOJOriYHUX cuMIToMiB,808898917 iy
MAI[IEHTH BCE 1€ 3HAXOSITHCS B TPYIl PU3UKY PO3BUTKY HEBPOJOTIYHUX YCKIIATHEHb.
P03BUTOK KOrHITUBHUX (DYHKIIH 4acTO 3aIMIIAETHCSA CTA0IILHUM a00 MOKPAIIy€eThCS
MICIIsl TPAHCIUIAHTAIIIT MEUiHKH Ta IEY1HKOBO-HUPKOBOI TpaHcIiaHTaiii npu MMA, a
TaKOK TPAHCILIaHTalii meyinku npu ITA,44808186.87.9297.104105115123,124 gpe g omHOroO
namieHTa 3 IIA micias TpaHCIUIaHTAIli TEYIHKH CIIOCTEPIrajiocsl IMOTIpIIEHHS
KOrHiTUBHUX (QyHKLIN.®® Onuak HassHi gani momo 060X 3aXBOPIOBaHb 31€01IbIIOTIO
HE MICTATh CTPYKTYPOBAHOI OILIIHKH PE3ybTaTy, MOB'SI3aHOTO 13 PO3BUTKOM HEPBOBOT
cucremu. Ilicmsa TpaHcIlaHTalii MEYiHKM, HUPKH Ta KOMOIHOBAHOi I€Y1HKOBO-
HUPKOBOI TpaHcruianTamii npu MMA 1 Tpancrantanii newinku npu [MA y 25%
MAIIE€HTIB CIIOCTEPIralKCs HOBI HEBPOJIOTIUHI YCKJIAJHEHHS, NEAKl 3 SKUX Oyiu
cepiio3HMMHU. BOHM BKIIOYanM MOYATOK HamaiiB, MeTa0OIiuHMM IHCYJbT,*>113
cuapom Jles,** moripuieHHs 30py Ta BOTHHMINEBY JeliKoeHuedanonariro,?®
reHepaizoBaHy MOTOpPHY Helponatiro®® i 3aranpHe HeBposoriune moripmeHns'® y
naiieHtis 3 MMA, Tta MeraGomiunuii iHcynsT, %1% eminencio® i Mesianbauii
CKpoHeBMH cKi1epo3!?® y mamienTis 3 ITA.

Po3zeumok koenimusnux @yHxyiil i ncuxiampuyHi ycKiaoOHeHHs

Taki oOMexeHHs, SIK BIJICYTHICTh JOCHIIPKEHb MPUPOJHOTO TEepediry
3aXBOPIOBAHHS 3 TOUKH 30py PE3y/bTaTIiB y KOHKPETHHX JOMEHaX 1 JIOHTITHOJHUX
TPAEKTOPIA PO3BHUTKY, Pi3HI YAaCOBI TOYKM OI[IHKH, PI3HOMAHITHICTH MOMYJISIIIN
NAIl€HTIB, BUKOPUCTAHHS HECTAaHAApPTU30BAaHUX 3MIHHUX TECTOBHX Oarapeil 1
TPaHUYHHUX 3HAYCHB JJIS HOPMaJIbHOT'O PO3BHUTKY, YCKIIQIHIOIOThH OIIHKY BiIIaIeHUX
KOTHITMBHHX Ta MCUXIaTpU4YHUX pe3ynbTratiB MMA Ta T1A.

VY mnarientiB 3 MMA BiACYTHICTh BIJNOBIAI Ha KoOajgaMiH, paHHIM MMOYaTOK
3aXBOPIOBAHHS, HASBHICThH TilepaMOHieMii a00 HamajiB Ha MOYaTKy Ta migrum mut’
aCOIIOIOTHCST 3 OUTBII CEpHO3HUM TOTIPIICHHSM KOTHITMBHMX (YHKIIHM, TOAI SIK
CENEKTUBHUM AeBiluT MBUAKOCTI 0OPOOKH CHOCTEPIracThes B yCix mamieHris. 33127
Kpim Toro, mo 20% mnauientis 3 MMA maroTh Heliporcuxiarpuuni mpotiemu. 128129
[ maHl BKa3ylOTh Ha HETaTUBHUN BIUIMB KUIBKOCTI €Mi30iB METabOJIYHOI
JIEKOMIIEHCAIlli Ha KOTHITUBHI pE3yJbTaTH, IO JO3BOJSE TMPHUITYCTUTH, IO
HOKpAIEHHS META0OIIYHOI CTa0IIBHOCTI MOKE MOJIETIIUTH KOTHITUBHI IIpobaemu. 0

3 iHmoro 6oky, ITA 3a3Buyail aCOLIIOETHCS 3 KOTHITUBHUMH MOPYUIEHHAMM, SIKi
B O1IBIIOCTI JOCIIKEHD IIEPEBUITYIOTH 50% OLiHIOBAHOI OMYJIALIT manicHTiB, 2832131
133 Kpim TOro, omucaHo posjiaaud ayTMCTHYHOIO CIEKTPY, TPUBOXKHICTH Ta TOCTPI
ncuxotnuni emizonu. 3% Hagsui mani cBiguats mpo Te, 10 PaHHE BTPyYaHHS Ta
JNIKyBaHHS HE3HAYHOIO MipOIO BIUIMBAIOTH HA KOTHITUBHUI pe3ynbTar mpu 1A%
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Pexomenpamiss Nell. Mu mnpornoHyemMo BIATIOBIHE BIKY CTaHJIApTU30BaHE
TECTyBaHHS PO3BUTKY, KOTHITUBHE Ta MOBEIIHKOBE TECTYBAaHHS, OCKIIBKU 3aTPUMKa
PO3BHUTKY, MOPYHICHHS IHTEICKTYaJIbHOTO PO3BUTKY Ta/a00 JIeBlaHTHA IOBEJIHKA €
BiTOMUMU yckiagHeHHasMu MMA Ta T1A.

Pe3yabTat: pO3BUTOK KOTHITUBHUX (DYHKIIIH.

SkicTh 10Ka3iB: TOMIpHAa.

Cuia pekomengamii: ciadka.

Memaboniunuii incynem

TepMiH «MeTaOOMIYHUN 1HCYJIBT» O3HAYA€ TOCTPUM MOYATOK UEHTPAIBLHOTO
HEBPOJIOTIYHOTO JAe(IIUTYy, YacTO TMOB'I3aHOTO 3 JEKOMIICHCAIIEI0 OCHOBHOI'O
BPO/IPKEHOT 0 MOPYIIEHHSI METab0i3MYy, KMl He MOKHA MOSCHUTH TIIMOKCEMIEI0 abo
CYIUHHOI0 HemocTaTHicTio.'* MerabGomiuni iHCynbTH, 30KpeMa B 001acTi Ga3aabHUX
raHriiiB, Oy/au 3apeecTpoBaHi AK y maiieHTis 3 MMA, Tak i y naienris 3 ITA,28126.141-
195 Bonm 9acTo BHMHMKAIOTH IIiJi 4ac €Imi304y MeTa0oJiYHOI JeKOMIIeHcalii a0o
He3a0apoM Tmiciis HBOTO. bylo omyOJikoBaHO KiUJIbKa BHUIIQJKIB METa0OJIYHOIrO
iHCYnbTy 6e3 MerabomiyHOi AexommeHcanii y manientis 3 ITA. 143146150 Margitho-
pE30HAaHCHA TOMorpa(bm (MPT) wmoxe Oyrtu KOPHCHOI0 171 JIarHOCTUKHU
MeTa0OoJIIYHOTO 1HCYJIBTY 1 Ma€ MPOBOAUTHCS HAa OCHOBI KJIIHIYHOI KApTHUHU Ta
obcrexenns. 1% B ogHoMy 10CIipKEHHI TOUHO 0XapaKTepu3yBaiy iHpapKTH 0111101
KyJqli Ta po3pobmwid Meroa Kiacudikaimii s CHUCTEeMaTHYHOI OIIHKH 00'eMy
ypaxxenus.®* Ilpyu MMA Ta ITA 4acTo BUHUKAIOTH PYXOBi PO3JIaIH, SKi MOKYTh OyTH
HACIIiIKOM METa0O0iuHOro iHCYIbTy, 33131155

JaHi, 1o oOrpyHTOBYIOTH crenu(pidHe JIKyBaHHS METaOOIIYHOTO I1HCYJBTY,
BiACyTHI. ToMy criJ 3acTOCOBYBaTH CTaHAApTHI CTparerii CUMITOMATHYHOIO
JTIKYBaHHS 1HCYJIbTY Ha JOJATOK JI0 JIKYBaHHS TOCTPOi META0O0IIYHOI JEKOMITEH Callli.
Sk omucaHO BHUINE CTOCOBHO MeTaOOIIYHOI cTaOUIBHOCTI, TPAHCIUIAHTAIlIS TCUIHKH
MOXKE MOKpPALIUTH METa0O0JIIYHY CTAOUIBHICTh 1 4acTO MPU3BOAUTH JI0 BIJICYTHOCTI
MeTaboiYHOI JekoMmiencarii, %! aje He Moxe 3am00irTn MeTaboaiYHUM iHCYIbTam. 113
VY neskux mnauieHTiB pe3ynbraté MPT romoBHOro Mo3Ky MNOKpaliuiaucs Micis
TPaHCIUIAHTALIi®’, TOMI K y IHIIKX crocTepiranucs HoBi maronorii Ha MPT 6e3 sBHOrO
MeTaboIYHOro iHCYyIIbTY. 102

Pexomenpamiss Nel2. Mwu HamoJernMBO PEKOMEHAYEMO  OOCTEKEHHS,
CTaHJapTHE JUII BUMAAKIB METaOOIIUYHOTO 1HCYNBTY, SKIo nanieHTH 3 MMA a6o [TA
MaloTh CUMIITOMH, III0 BKAa3YyIOTh HA 1HCYJIHTONOAIOHUHN €Mi30/1.

Pe3yabTart: MeTabOIIYHUN 1HCYIIBT.

SkicTh 10KA3iB: BUCOKA.

Cuna pekoMeHalii: 1yxe HaCTIHHA.

Eninencis
Eninencis € nmomupenum yckiananeHHsM MMA (3apeecTpoBaHa MOMIUPEHICTh
23%43%)31%° 1a TIA (3apeecTpoBanHa momupeHicts 25%-59%).133143.145,156,157 vy
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KUTbKOX BUmNaakax [TA moOBiIOMISIOCS HABITH MPO HAMaAW SK HASBHUM CHUMIITOM
3aXBOPIOBAHHS 10 BCTAHOBIEHHS JiarHo3y. 143146148

Hemae nocraTtHix AaHuX, MO0 PEKOMEHAYBATH NEBHY YacTOTY MPOBEACHHS
enekTpoeniedanorpadii 3a BIACYTHOCTI KIIHIYHMUX CHUMMTOMIB HamaiiB. JlaHi Ha
KOPHUCTh 3MIHM CTaHJAPTHHUX MPOLEAYpP 1 CXeM JIIKYBaHHS €MiJerncii y Malll€HTiB 3
MMA rta IIA BiacytHi. 30KpeMa, 3a HasSBHOCTI OYyIb-KUX BOTHUIIEBUX
HEBPOJIOTIYHUX CHMIITOMIB a00 KIHIYHO TMiJO3PIOBAHUX HAaIaJiB CJiJ] BUKOHATH
enekTpoeniiedanorpadiro Ta po3noyaTH BiAMOBIAHE JTIKYBaHHS MPOTUETIICNITUYHUMU
npenapatamu. HeoOxilHa 00epeXHICTb NpPH 3aCTOCYBAHHI BaJILIIPOEBOI KHUCIOTH,
OCKIJIbKA BOHAa MOX€ 3HM3UTH KOHIICHTPAIlIIO JICBOKAPHITUHY IUIIXOM EKCKperil
BaJILIPOIIKapHiTHHY.

Pexomennanmis Nel3. Mwu HamoneramBo pPEKOMEHIYEMO KOHTPOJIOBATH
CUMINTOMHM emiiencii y namieHTiB 3 MMA Tta 1A, oCKUIbKM Hamaju € MOITUPEHUM
ycknaaHeHHsM npu MMA Ta [1A.

Pe3yasbTar: eminercis.

SAxicTh 10Ka3iB: MOMIpHA.

Cuna pekoMeHalii: Ty)xe HacCTIHHA.

3ip ma cnyx

HeliponaTis 30poBOro HEpBY € OAHUM 3 JOBTOCTPOKOBHUX HEBPOJIOTIYHUX
yCKIagHenb sk MMA, 19162 pax i T1A,1328.159.163.164 110 pypmkaroTs y rpyaHoMy Bili
a0o Mi3HiIIe Mij Yyac nepediry 3aXBOpIOBaHHS, Bpaxkarouu nMpuOau3Ho 25% maifieHTiB.
[Touarok HeiponaTii 30pOBOro HepBa MOXKe OYTH MPUXOBAHUM 1 CYOKIIHIYHUM a0o0
roctpum, 165166

CeHcoHeBpalIbHA BTpaTa CIIyXy MEHIII MOIIMPEHa, ajie PO Hel MOBiJOMIISIOCS B
KUTbKOX BUTAJKax naiieHTiB 3 MMA Ta [1A.2328122,162,163

Hapa3i BimcytHi Oiomapkepu a00 KIHIYHI O3HAaKH, sIKi O JTO3BONHIN
nepeadaunTH, y SKUX TAIIEHTIB MOXE PO3BUHYTHCS TOPYIICHHS 30py abo CIyXy.
Hespaxatoun Ha aeski HikaBl maTo(}i310J0T14HI aCTEeKTH, K1 MePEeBaXHO BKIIIOYAIOTh
MiToXOHApianbHy auchyHKmio!?? abo BIIMB Ha Kaji€Bi KaHAIM y BHUIAIKY
CEHCOHEBPANbHOI TIyXoTH,’®’ Hapasi He MOXHAa pPeKOMEHAyBaTH crenudiube
JTKYBaHHS IUX YCKJIAJHEHb.

Pexomennaniss Nel4. Mu npornoHyeMO MOHITOPUHT (DYHKII 30py Ta CIIyXYy,
OCKIUJIbKM HEHpomarisi 30pOBOr0 HEpBa Ta CEHCOHEBpaJlbHA BTpaTa CIyXy € BiIOMUMU
yckiagHeHHsIMu MMA Ta TTA.

Pesyabrar: 3ip Ta ciyx.

SkicTh n0oKa3iB: MOMIpHA.

Cuia pekomengamii: ciadka.

3.4.2 | IlopymieHHs1 pyHKUIl HUPOK
ITo €HHA KIli HUPOK € J00pe BIJOMHUM IOBIOCTPOKOBHUM YCKJIAJHEHHIM
pym YH p p p Yy
npu MMA 1 pigume Bunukae npu [1A,3234122.156,162,168-172 Pospyrok qucdyHKIiT HUPOK
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NOB'I3aHMI 13 MOJEKYISPHMM MiATUIOM: mamieHTH 3 MUt 3a3HaOTH 1BOTO
YCKIIAAHCHHS paHille, HiK narienTa 3 CbIB, a mamientu 3 CbIA ta mut™ — HaBiTh
nizHine. 3233122173 Hespaskatoun Ha 1 BiZAMIHHOCTI, BBRKAETHCS, 10 BCI MAL[iEHTH 3
i30;1b0BaHOI0 MMA TiIIaroThCsl PU3UKY PO3BUTKY HHPKOBOI HEIOCTATHOCTI IMPHU
TpUBAIIOMY Mepediry 3axBoproBanHs.l’® Xoua mpo 3aXBOPIOBaHHS HHMPOK mpu IIA
MOBIJIOMJISIETHCS JIMIIE B TMMOOJUHOKUX BUIAJKaX, BOHO MOXXE OYTH TSDKKUM 1 HaBITh
BMMArary TpaHCIUIaHTalii aucdyHkuiiinoro oprany. 160

Y Toil Wac SK TOYHI MAaTOMEXaHi3MH 3aJIMIIAIOTHCS HEBUSICHEHUMH, JBa
NATOJIOTIYHUX KOpEeJNSITH B HUpKax mnauieHtiB 3 MMA Oynmu onMcaHi  sK
TyOyJIOiHTEpCTHIANBLHUI HEPPUT | HUPKOBUH TYOynspHuit anunos.’”>1® Kmouosy
pOJIb y IIMX TaTOMEXaHi3MaxX BiJirpae MiTOXOHApiajbHe HopyIneHHs., 122180181

Pict HUpKM BU3HAYAETHCS BUCOTOIO 1 HETaTUBHO KOPENIOE 3 KOHIICHTPALISIMH
muctatiay C Ta METMIMAJIOHOBOI KHUCIOTH y cupoBaTmi Kpopi.'®? IIBuaky
ki1yooukoBy ¢unprpaniro (IIIK®) TouHime po3paxoBylOTh 3a JOMOMOTOIO
nucrtatuHy C 3aMiCTh TPAJMIIIHHOTO KpeaTHuHIHY, TOMY IO BIH HE 3aJCXHUTh BiJ
M'130B0i Macu.*!82 Ockinbku BuMiproBanHs IIIK® € ckIagHOI0 MPOLEYPOIO i 4acTo
HEIOCTYITHE, MU TIPOIIOHYEMO BHKOPUCTOBYBaTH po3paxyHkoBy IIIK®D Ha ocHOBI
nuctatuny C. PerynspHuil MOHITOPUHT apTepiaJbHOrO0 TUCKY Mae OyTH YacCTUHOIO
ouinky GyHkuii Hupok. Xova pisai FGF21 He kopemoroTs 3i cranoM GpyHKIIiT HUpOK,*8
piBEHb JINOKAIiHY-2 B IUIa3Mi MOJKHA BUKOPHCTOBYBATH 5K Giomapkep. 172180

Komenmap pobouoi epynu: Ha momenm po3pobku 0anoi KiHiYHOI HACMAHO8U
BUHAYUEHHS PIBHA IINOKANIHY-2 8 YKpaiHi He npoooumscsi.

Jani, sxi O [03BOJSUIM PEKOMEHJYBAaTH KOHKPETHI CTpaTerii JiKyBaHHS
nopyiieHHs QPyHKI[iT HUpOK a00 HUPKOBOI HETOCTAaTHOCTI y marlieHTiB 3 MMA Ta T1A,
BIJICYTHI, TOMY MU MPOMOHYEMO TIOTPUMYBATHUCS CTAHIAPTHUX MPOTOKOJIIB.

Pexomenmanist NelS. Mu HanosierimBo peKOMEH1yEMO KOHTPOJTIOBATU () YHKIIIIO
HUPOK, OCKUJIBKM XpPOHIYHE 3aXBOPIOBaHHS HUPOK € yckiagHeHHsIM MMA Ta [1A.

Pesyabrar: nucyHKIIiS HUPOK.

SIKicTh MOKa3iB: BUCOKA.

Cuna pekoMeHalii: Ty)xe HacCTIHHA.

I[Ipy MMA komO6OiHOBaHA TpaHCIUIAHTAIllS MEYIHKH Ta HUPKU € e(DEKTHBHUM
METOJIOM  JIIKyBaHHS HHUPKOBOI HEIOCTaTHOCTI, IO 3a0e3ledyye HaJeKHE
G YHKITIOHYBaHHS HUPOK HaBITh MPOTATOM 10 pokiB icost
Tpanciuianranii. % 117118.183.18 Thaycnnanranis Hupku nmokparnye HezadapoM GpyHKIIIO
HUPOK, a B JIESIKUX BHUIAJKaX HaBITb MPOTAroM Oaratbox pokiB (Big 1,5 pokiB A0
14 pokiB) micis mpouemypu,>t88817° ane Takoxk mNOBiHOMIAIOCA PO PELUAUBH
Hepponarii Ta HUPKOBOi HemocTatHOCTi.*"18% Tlicns TpaHcriaHTalii HMEYiHKU AEsKi
NAll€EHTA Mald HOPMajbHY (YHKIIIO HUPOK HaBITh HPOTAroM 15 pokiB micis
npouenypu,®18 roni Ak y iHmmMx crocrepiranacs HasBHA YK NPOrpeCyrOda HUPKOBA
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HepocTaTHicTp, 9101106116119 ThaycnmanTanis neyinku He 3a0e3leuye KOPUTYBaHHS
nuchynkii aupku.®’

ByB 3apeecTpoBaHuii OJIMH BUIAJIOK TPAaHCIIAHTAL[li HUPKH maiieHTy 3 [TA uepes
17 pokiB miciist TpaHcIIaHTamii nevinku. %

Y KOHTEKCTI TpaHCIIaHTAIlli CJIiJl BpaXOBYBaTH, 110 1HT10ITOPU KaJIbIIUHEBPUHY
MOXYTh CIIPUYUHATA HE(YPOTOKCHYHICTH, 110 TAKOXK CIOCTEPIrayiocsl y MAIlEHTIB 3
MMAZ%.186 14 TTA 86

3.4.3 | Kapaiosoriuni yckjiaqHeHHS

Kapaiomionarist po3BuBaeThcsi y Hebararbox mnamieHTis 3 MMA 1 npubnusHo y
25% mnamieHTiB 3 1A .283484145162170,187.188 Kapniomionariss MOKe NPOSBIATHCS SK
i301b0BaHa KiIiHIYHA O3HaKa y padime GescumnrToMuux oci60. 8910 Kopemsmis mix
BUHUKHEHHSIM KapJ110MioMarii Ta MeTaboIIYHO0 CTabUIBHICTIO, TSKKICTIO (DeHOTUITY
200 3aIMIIKOBOK (DEPMEHTATHBHOK aKTHBHICTIO BincyrHs.3* Kapmiomionaris moxe
MIBUJIKO TPOTPECyBaTH, IO TPU3BOJUTH JO CEPIIEBOi HEIOCTAaTHOCTI ab0 HAaBITh
cmepri.*®

Cunnpom momoBxkeHoro iHTepBary QT OyB 3apeectpoBanuit 'y 22% 1 33%
naiientis 3 ITA y nBox Bequkux Koroprax.?®1%2 B immmx y 10 nmamientis 3 ITA
criocTepiranach HaBiTh BHUIA YacToTa noaoBxkeHHs iHTepBay QTc (70%) 1 aputmiit
(20%).*' V¥ mauientie 3 ITA momoexenns inrepsany QTc i IUTYHOYKOBI apUTMii
MOKYTb IIPU3BECTH [0 PANTOBOI 3yIMUHKHU cepiis, 19192

HenmepexonnmBi 1q0Ka3u BKa3ylOTh Ha Te€, IO 3aCTOCYBaHHS BHCOKHX J103
koeH3uMy Q10 Moke mokpamuTH cepueBy (QyHkiito y mnamieHtiB 3 [IA 3
kapaiomionarticro.% OkpiM 1bOro, HEJOCTATHLO AaHUX, MI00 PEKOMEHIYBATH OY/Ib-
sKe creruiuHe JIKyBaHHs KapJioMionarii abo CHHAPOMY MOAOBKEHOTO 1HTEPBATY
QT y nartientiB 3 MMA Ta [1A no3a cTan1apTHOIO Tepari€ro ceplieBUX 3aXBOPIOBaHb.

Buxoasiun 3 BHIICONMHCAHUX CEPIIEBUX YCKIAAHEHb, MH IPOMOHYEMO
BUKOPUCTOBYBATH €JIEKTpoKapaiorpadio Ta exokapaiorpadiro uisi PeryisipHOro
MOHITOpPHHTY (Tabnuiis 5).

Pexomennanisi Ne16. Mu HanoJsier;imBo peKOMEH1YEMO PEryJISIipHi Kap110JI0T14H1
00CTeXeHHs, OCKLIbKU Kapaiomionatis npu MMA Ta [1A Ta cuHAPOM MOIOBKEHOTO
inTepBaity QT npu TTA € noTeHI1HO HEOE3NEUHUMU JIJIS1 AKUTTS YCKIIATHEHHSAMH.

Pe3yabrat: cepiieBe 3aXBOPIOBAHHS.

SKicTh JOKA3IB: BUCOKA.

Cuaa pexomeHnaamii: gyxe HacTiiHa.

byno orpuMaHo Kiibka TMOBIIOMJIEHb MO CTaOUII3aIi0 ab0 MOKpaIleHHS
KapaioMionarii micias TpaHcraHTainii medinkp,848991.98.102,114,184,185194 © Qryak i
PE3yNbTaTH BPIBHOBAXKYIOTHCS JOCIIKEHHSIMH, B SIKUX OYIIO 3apeE€CTPOBAHO BUTIAIKA
Kapaiomiomnarii Ta mojgoBkeHHs iHTepBany QTc micna TpaHcmiaHTailii Ta HaBITh
CMEpTI  MAli€HTIB  BHACHIZOK cepueBoi  HemocrarHocti.9t105188195  Cepresi
YCKJIQIHEHHS] MOXYTh NpPUHAaWMHI 4YacTKOBO OYyTHM TOB'SI3aHI 13 3aCTOCYBAHHIM
JIKapChKUX 3ac00iB  Ta/ab0 IMYHOAEMPECaHTIB, 10 BUKOPUCTOBYIOTHCS JJIA

HICIATPAHCIIAHTAI[IHHOT O JIIKYBaHHS, TOMY HEOOX1JTHO 301paT O1JIbII CUCTEMATHYHI
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JaHl TpOo TOKa3HUKH (YHKII cepusi Ta BHUKOPHCTOBYBaHI Tpemaparu, 1100
chOopMyJIIOBaTH KOHKPETHI PEKOMEH/ Al 11100 TPaHCIUIaHTallli OpraHiB Y KOHTEKCTI
cepueBoro pesynbraty npu MMA Ta [1A.

[ToTeHiiiiHO TpaHCIIaHTALlis CEePIls MOXKe OyTH BapiaHTOM i naiieHTiB 3 [1A 3

i3011b0BaHOI0 KapaiomionaTiero. 1%

TABJIMISA 5. MoniTopuHT

JiarnocTuka
Memaboniunuii konmpons

ITna3ma: NH3, KiCIOTHO-OCHOBHHU# OanaHc (aHasi3 ra3iB KpoBi?),
JIAKTaT; ceya: KETOHU

KinbkicHe BU3HAUEHHS aMIHOKUCIOT T1a3MHu (3—4 roj rojiogyBaHHs

710 B3SITTS 3pa3ka)
MeTunmanoHoBa KUCIOTa B Tuia3Mmi (1 cedl, 38 MOXKIUBOCTI)
[Ipodins anuiKapHITHHIB Y CyXiii KpoBi a0 mia3mi
(IpOIIOHIJIKAPHITHH 1 BIIbHUM KapHITUH)
Miema i nympumusnuti cmamyc

AHaMHe3 Xap4yBaHHS

Picr (maca Tina, 1oBxkuHa abo 3picT, OKPYKHICTb FOJIOBH)

TToBHMIT KIIIHIYHUN OTJISIT

AnpOyMiH, 3arajabHUI OUTOK, TpaHcPepuH

3nopos's kictok (Ca, P, JI®, Mg, I1TI', 25-OH Bitamin D y kpoBi;
Ca, Py ceui)®

3aranbHUI aHali3 KPoOB1, piBEHb 3ai3a, (pojieBa KUCIIOTa,
BiTamin B12

Biooaneni ycknaonenns

HeBposnoriunuii orisiz 3 OL[IHKOIO €TaliB PO3BUTKY

@OyHKLIA HUPOK (apTepiajabHUN TUCK, CHPOBATKOBUI KpEaTUHIH,

eJIEKTPOJIITH, HucTaTuH C, ceyoBa KUCIIOTA; BTpaTa eNEeKTPOJIITIB 1

Oinka 3 ceuero; LIIKD)B"
OyHKLIA MIILTYHKOBOI 371034 (JIia3a, HaHKpeaTuyHa amijiasa)
Omuinka ¢ynkuii cepist (EKT)

dopmasbHa OIIHKA PO3BUTKY/KOTHITUBHUX (PYHKITIH

EET", uepedbpansna MPT

OdTanbMONOriuHUN OTJISIT

YacrTora

Koxne BigBiTyBaHHSA
KJIHIKA

Koxui 3—6 Micdris

Koxnui 3—6 MicdriB

Koxui 3—6 Micarnis

Koxne BiJBiTyBaHHS
KJIHIKA
Koxne BigBiTyBaHHS

KITiHIKHO

KoxHe BiJBiTyBaHHS
KTIHIKH
Koxui 6 micsriB

Koxui 12 Micsiis

Koxni 12 MicsiiB

Koxne BiJBiTyBaHHS

KINHIKA

Koxui 6 micsris

Koxui 6 micsriB

Koxui 12 Micsiis

3a HasgBHOCTI KJIIHIYHUX

ITIOKa3aHb

3a HasgABHOCTI KJIHIYHUX

IIOKa3aHb

Koxni 12 Micaris
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JiarnocTuka YacrToTa
dopmarnbHa epeBipKa CiIyxy 3a HasSBHOCT1 KJIHIYHUX
MOKa3aHb

Cxkopouennsi: JI® — nyxkHa docdaraza, Ca — xameuiii, EKI' — enexrpokapaiorpama, EEI" —
enexktpoenuedanorpama, IIIK® — mBuakicrs kiayboukoBoi dinbTpanii, Mg — mariii, MPT —
MarHiTHO-pe3oHaHcHa Ttomorpadis, P — docdar, I[TA — mnpomionoBa amuaemis, [T —
MapaTUPEOiTHUN TOPMOH.

23pa30k BEHO3HOT a00 KanmiIapHOI KPOBI.

a0acTile y HEMOBIIAT.

*Yacrime 3a HasIBHOCTI XPOHIYHOTO 3aXBOPIOBAHHS HUPOK.

"HIK®: xoxH1 12 micsAwiB, 32 MOXIMBOCTI, 800 BUKOPUCTOBYBaTH po3paxyHkoBy IIIK® Ha ocHOB1
nucratuny C; npu ITA noctatHbo 610XIMIYHOrO aHami3y pa3 Ha 12 MicsuiB.

Komenmap pobouoi epynu: o6asxcano npu peecmpayii EKI" nposooumu oyinxy
kopuzosanoeo inmepsany - QTc. [Iposedenns exoxapodiocpaii 3 oyinkow 2100anbHol
ckopomausocmi miokapoa (ppaxkyis uxudy i6020 WIIYHOUKA) Ma po3Mipie Kamep
cepys (3 po3paxyHOKOM KiHYeB80-0iacmoniuH020 IHOeKCy 05l 18020 UWIYHOYKA)).

Kopucnum € monimopune apmepianbho2o mucky npu KONCHOM)Y 6i08I0VE8AHHI
NayicHmMoMm JIiKY8albHO20 3aK1A0Y NIC/S MPAHCNAAHMAYLL CONIOHUX OP2aHie, MaK sK
BOHU € 2PYNOIO BUCOKO20 PU3UKY PO3GUMKY apmepianvHoi cinepmen3ii iHOYKOBAHOT
npenapamamu 0Jis1 HOCMMPAHCNAAHMAYIUHO20 NIKY8AHHA. [[00068Uli MOHIMOpUHE
apmepianbHo2o  mucky 3a  Xouimepom — Mmodce  Oymu  KOPUCHUM  OJiA
BUABNIEHHS. MACKOBAHOI 2inepmen3ii, HIYHOI apmepianvbHoi 2inepmensii, KOHmMpPO.Jio
ehexkmusnocmi cinomensusnoi mepanii. (Oxcepena: 2016 FEuropean Society of
Hypertension guidelines for the management of high blood pressure in children and
adolescents, J Hypertens. 2016 Oct;34(10):1887-920. Clinical Practice Guideline for
Screening and Management of High Blood Pressure in Children and
Adolescents, Pediatrics (2017) 140 (3): e20171904.)

3.4.4 | I'emaTosoriuni ycKJIa{HeHHA

['emaronoriyni mopymieHHs € moumupeHuM siBumieM npu MMA Ta IIA.
YacTo OnMuCcylOTh MAHIUTONEHIIO (0COOIMBO HEUTPONEHII0) HA MOMEHT MEPBUHHOTO
o0CTe)XeHHST a00 mij yac MeTaOoJIYHOI JEeKOMIIEHCAIlli, a TaKOX MPHU XPOHIYHOMY
nepediry 3axsoproBanms,'32328148197200 TTin gac rocrpux emizomiB MeTaOOIIYHOTI
JIEKOMITEHCAIIi MOJKe CIIOCTEpIiraThes i301b0Bana TpoMbonuToneHis. 32328148 Agemis
MOXKE€ MaTH XPOHIYHUI mepeOir 1 3a1e’KaTy B 1HIINX (PaKTOPiB, TAKUX SIK HASIBHICTh
XPOHIYHOIO 3aXBOPIOBAHHS HUPOK. [HIN TEOpPETHYHI MEXaHI3MH BKJIKOYAIOTh
000pOTHUM MPUTHIYYBAJILHUM BIJTUB TOKCUYHUX META00ITIB Ha () YHKIIFO KICTKOBOT'O
MO3Ky. 198.201

VY mnamieHTiB 3 reMaToJIOTIYHUMHU TMAaTOJOTIAMHU CIiJ BUKIIOUYUATH ACPIIUAT
cyOcTpariB AJis BI/IpO6HI/IHTBa KJIITUH KpOBI (Takux sk BiTamin B12, (bomeBa KHCJIOTA,
3amizo). JlikyBaHHs aHeMii EpUTPOMOECTHHOM Yy TMAIEHTIB 13 XPOHIYHUM
3aXBOPIOBAHHSIM HHUPOK Ma€ BIATOBIaTH 3araJbHUM HE(POJOTIYHUM CTaHIapPTaM.

122,162
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[ToxazaHHS 10 3aCTOCYBaHHS T'PaHYJIOIUTAPHOTO KOJOHIECTUMYIIOIOYOro (axkTopa
HESICHI, OCKUIbKU 1CHY€E AYyKe OOMEXEHHH JTOCBIJ JIIKyBaHHs mMmaiieHTiB 3 MMA Ta
[1A.13

Pexomennaniss Nel7. Mu nponoHyeMO pETyIsipHO BHUKOHYBAaTH 3arajibHHil
aHaJIi3 KpOBI MMiJ] 4ac CIOCTEPEKEHHS Ta Y pa3l METaOO0IIYHOI IEKOMIIEHCAIli1, OCKIJIbKH
y narienTtiB 3 MMA Ta ITA cnocrepiratoTbCsi BUMAJAKKA aHeMii, HeHTporeHii Ta/abo
TPOMOOILIMTOIIEHI].

Pe3yabTat: reMaTosoriyHi yCKJIaIHEHHS.

SkicTh 10Ka3iB: TOMipHAa.

Cuia pekomenaamii: ciadka.

3.4.5 | 3n0poB's KicTOK

[Namienty 3 MMA Ta [TA mignaroThCst pU3UKy 3HIKEHHS MiHEPAJIbHOT IILTHLHOCTI
KICTKOBOI TKaHWHHM Ta PO3BUTKY OCTEONOpo3y,?8202203 yyo moxke mnocuimroBaTucs
muchyHKIIEr0 HAPOK Tipu MMA. daktopu pU3MKy HU3BKOI MIUTBHOCTI KICTKOBOI
TKAaHUHH Ta OcTeonopo3y y namieHtiB 3 MMA Ta [IA MOXyTh BKIIIOYATH XPOHIYHUN
armuao3 (CIpUYMHSE aKTHBAIlI0 OCTEOKJIACTIB Ta 1HTIOYBaHHS OCTE00JacTiB),
nopyiieHHs (YHKIT HUPOK 1 HEIOCTaTHE CIOXUBaHHA Kaubllito, docdary Ta
BiTamiHy D. Kpim Toro, icHye rirnoresa, 110 3acTOCyBaHHS 100aBOK aMiHOKHCIIOT MOXKe
3MEHIIHUTH MiHEpaJIi3allilo KICTKOBOI TKAHUHU, OCKIJIBKH 1€ 301IbIIIyEe HABAHTAKEHHS
€KCTparoBaHWX KHUCIOT, M0 TPU3BOAUTH N0 Oydepusaiii MPOTOHIB Yy KICTKOBIH
TKaHWHI Ta TOCWIEHHs 11 pe3opOuii.}?? OnrTumizaiis CHOKUBaHHS KajbI[ilo Ta
¢docdariB, a Takoxk A00aBOK BiTaMiHy D MOXyTh OyTHM KOPUCHHMH IJisi 3[0pPOB'S
KICTOK.

Yac 1 yacTora OIiHKH 310poB's KicTok pu MMA Ta ITA noBuHHI BU3HA4YaTHUCS
PU3UKOM JIJIs1 KOXKHOT'O OKPEMOro maifieHTa. Ko MiHepanbHy HIUIbHICTh KICTKOBOI
TKaHHHA  BUMIPIOIOTH 32  JIOIIOMOTOI0  JIBOXCHEPreTUYHOi  PEHTTEHIBCHKOI
abcopoOuiomerpii (JJEPA) y nitel Ta miunTKiB, sIKI pOCTYTh, TaK€ BUMIPIOBAHHS CIIiJT
MOEHYBATH 3 OIIHKOIO BIKY KICTOK (1 myOepTaTHOro craTycy) IJisl MpaBHIIbHOT
iHTepnpeTarii pe3yaprariB. OCTEOMOpPO3 MOXHA MIarHOCTYBATH JIWIIE 3a HASIBHOCTI
KJITHIYHO 3HAYYIIUX MEPEJIOMIB B aHaMHe31, sIK1 PiJIKO criocTepirarothes mpu MMA ta
ITA.2%* V narieHTiB 3 HAPKOBOK HEMOCTATHICTIO JiarHO3 OCTEONOPO3Y CJIiJ CTaBUTH
JIMIIE 32 BiZICYTHOCTI HUPKOBOI OCTEOAUCTPO(DIi.

PimeHHst mo0 JiKyBaHHS OCTEOIEHIi ab0 OCTeonopo3y HEoOXiTHO MpUHMAaTH
1HAMBIAYaJIbHO, BPAXOBYIOUH MapaMeTpu MEeTa0o0Ii3My KICTKOBOI TKAHUHHU, BKIIOYHO
13 BTOPUHHUM TINEPIApaTUPEO30M y TMAIIEHTIB 3 XpOHl‘{HOIO HUPKOBOIO
HenocTatHicTio. [licinss BCTaHOBJIEHHA J1arHO3y OCTEONOpO3Yy JIIKYBaHHS Mae
3MIMCHIOBATUCSA BIANOBIAHO JI0 3arajbHUX pPEKOMEHJalii. AHTUPE30pOTUBHI
npernapaty (Hanpukian, Oicdoconarn) MoXyTh OyTH TOKaszaHl MaiieHTaMm, SIKi
MIAI0ThCA MIABUIIICHOMY PHU3UKY IEpPEIOMiB, 3 BIJIMOBIAHOI BTPATOO KICTKOBOI
Macu, 10 crocTepiranacs npu cepiiiHomy BuMipioBanHi JIEPA, He3Baxarouum Ha
ONTHUMI3allil0 HYTPUTUBHOI MIATPUMKH. 3HAUYIIICTh aHTUPE30POTUBHUX MperaparinB
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Ui JTiKyBaHHS a0o0 mpodiIaKTHKK OcTeonopo3y y mamieHtiB 3 MMA Ta 1A He
BUBYAJIN Y CUCTEMATUYHUX JTOCIPKEHHSX.

Pexomennanis Nel18. BpaxoByroun pu3nK NOTIPIICHHS CTaHY KICTOK y TAII€HTIB
13 MMA Ta ITA, Mu IpOIIOHY€EMO OIIIHKY CTaHy 3/I0POB’SI KICTOK.

Pe3yabTat: 310pOB's KICTOK.

SkicTh 10Ka3iB: HU3bKA.

Cuia pekomengamii: ciadka.

3.4.6 | Pict

VY martientiB 3 MMA Ta I[IA crnocrepiraloTbCsi pe3yJibTaTh MOTaHOro PocTy (3a
TaKMMU TapaMeTpaMu SK Maca Tijda, JiHIHHE 3pOCTaHHS Ta OKPYXKHICTh
roj10Bu )122:162,170.173,205,206 5 Gj g 111010 mommperictio npu MMA. 122V HOBOHAPOIKEHHX
3 MMA, asie He 3 [1A, Oyi0 BiI3HaY€HO HUKYY MacCy TiJIa IIPH HAPOJKEHHI MMOPIBHIHO
31 3I0POBOKO KOHTPOJILHOK MOMyJIsiiero. 2"

[Ipo6Gaemu pocTy Ginbin Bupaxeni npy migrunax mut® Ta cblB, mixk mpu mixTumax
cblA Ta mut™, 335820 py ELOMY He MOBITOMIIAETLCS PO BiAMIHHOCTI MiX HaLli€HTAMU
3 paHHiM i mi3HiM nouatkoM.?’’ V manienris 3 MMA Ta ITA 3a3Bu4aii Oiblie cTpaxaae
JIHIMHE 3pOCTaHHS, a HE 30UIBIICHHS MacH TiJia, 10 MOXXE MPU3BECTH 0 HAJAMIPHOI
Baru Ta Oxupinms.2858:59122.208 TTopjiqoMIseTHCS PO BUCOKUIA BiICOTOK JKUPOBOi MacH
y nauieHTtis 3 MM, oco6muso 3 mut® ta cblB,? 58 i manienris 3 I1A.%% BigcyrHicTs
30UTBIIICHHSI Macu TUIa acolifoBajlacd 3 IHTENEKTYalbHOI HEJIOCTaTHICTIO Ta
MIJBUIIICHOI0 CMEPTHICTIO y maiieHTiB 3 MMA, ski He naid BIJANOBIAL Ha
koOanamin.'® Tlpy MMA 3 uyacom SD-MOKa3HHMK JOBXHHH Tijla 3MEHIIYBAaBCH Y
MAL[i€HTIB 3 pyXOBMMH PO3JIaJaMu IOPIBHAHO 3 MariicaTamu 0e3 Hux.%? V mamienris 3
MMA, sK1 nepeHecau TPAHCIUIAHTAIII0 MEeYIHKHU, JiHIHHE 3pOCTaHHS MOKPAIIUIOCS,
KOJM OOMEXEHHS CIOXHBaHHS OUIKa 3MEHIIyBajlocs, ajieé He CTaBajo
HeoOMexeHuMm, 10

[IpyuviHM TMOraHOro POCTY BBAXalOTbcsd OaraTopakTOpHUMU. 3a3BUYAl
MOCUJIAIOTHCS. HA HYTPUTUBHI NMPUYMHU, TaKl SK HaaAMIpHE OOMEXEHHS MPUPOIHOTO
0inka,?®?!  memocratHe cmoxkuBaHHA Oinka Ta  €HEprii,> BUKOPUCTaHHS
BAKIT,203206:208213214 yenocrarhicTs XapuyBaHHs Yyepes3 TPy IHOIL 3 rogyBaHHaM?% Ta
9acTi rocmiTaizarii, 3yMOBJIEHI METaOOIIYHOI0 ACKOMIICHCAITIEI0, IO MEePENTKOIKAE
JTOTPUMAHHIO CTaHZAPTHOIO PALiOHY Ta CIOXKUBAHHIO MOKUBHUX pedoBHMH.’!® Xoua
3arajibHe CIIOKMBAHHS €HEPrii He KOPENIO€ 3 JIHIWHUM 3pOCTaHHSM, BiJIHOIICHHS
Oinka mo eweprii Big 1,5 mo 2,9 r 6inka/100 kkan/mobda TO3UTHUBHO KOPETIOE 3
pe3yJpTaTaMH POCTY Y TAIEHTIB 3 BPOHKEHUMH TMOPYIICHHSMU IPOMIKHOTO
MeTabouizmy Ginka.2%

Buxopucranua BAKII € crangapTHOO NPAaKTUKOI B JEIKUX LEHTpax 13
BapialiiMM BiJICOTKA 3arajbHOrO CIOKMBaHHS Oinka,3360.203209-211.215 Qnpax BAKII
MaroTh HU3bKUI BMICT BJIIHY Ta 130JICHIIMHY, ajle BUCOKUM BMICT JICHITUHY, IO MOXKE
IPU3BECTU 1O 3HWKEHHS PIBHIB 130JIEULIMHY Ta BaJiHY B IUIa3Mi1 KPOBI Ta IePilUTy
ATPOTEHHUX AaMIHOKHUCJIOT, IO AaCOLIIETHCS 13 HECHPUSATINBUMU pe3yJbTaTaMu
pocTy.?% Z-nokasHUK BUCOTH MO3UTHBHO KOPEJIOE 3 BiJHOLIEHHSM IPUPOIHOro Oijlka
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Ta eHeprii Ta piBHsIMHU L-Baniny Ta L-aprininy B mia3mi, aje HETAaTUBHO MOB'SI3aHUM 3
kinbkicTio BAKIL?** Otxe, BAKII He NOBHMHHI 3aMiHIOBaTH HAJISKHE 3a0€3I1€YEHHS
npuponaHuM Oinmkom, i morpe6a B BAKII BuMarae mnomaisInoro adanisy.’06208
3arajgbHOI0 MPAKTUKOIO € PETYJIIPHUNA MOHITOPUHT PiBHS aMIHOKUCIIOT Y TI1a3Mi KPOBI1
Ta BIJMOBIIHE KOPUTYBAHHS PAIIOHY Xap4yyBaHHSI.

Pexomenmamis  Nel9. Mu  mpomoHyeMO — PEryisIpHHM ~ MOHITOPUHT
AHTPONOMETPUYHUX MOKA3HUKIB y naunieHTiB 3 MMA Tta IIA, ocKUIbKHM pe3ysbTatu
POCTY MOKYTh OyTH TOTaHHUMH.

Pe3yabTart: HOpMaIbHUHN PICT.

SkicTh noKa3iB: MOMIpHAa.

Cuna pexkoMenaaiii: ciadka.

TpancruianTalisi opradiB MOke MaTH CIPUSTIMBHNA BIUIMB HA PICT, aje TaKOXK
MOBIIOMJISIIOCST TIPO CTIMKY 3aTPUMKY pOCTY Ta HaBITh 3HIKEHHS IIBHUIKOCTI
pocry.#4:8081,97,100102,104,106,118.216 HeoOxinqno BM3HAYMTH (HAKTOPH, IO BILIMBAIOTH Ha
PICT TICIIA TpaHCIUIaHTaIIi].

3.4.7 | lankpeaTur

[ocTpuii, penuauBYHOUM TOCTPUM 1 XPOHIYHUM MAHKPEATUT € MOKIUBUMHU
BiganenuMu yckinagHeHHAMu MMAS2122217 g TTA 132328,122.205218219 Tagkpearur
criocrepirases mpuou3Ho y 5—10% mamientip>1222% | Moke po3BHHYTHCS HE3AIEKHO
Bim MerabomiuHOi jekommeHcaiii Ta MerabomiyHoro KoHTpommo.!31%  Jlokasu
KODEJIALIIT ITAHKPEaTHTY 31 CMEPTIO HelepeKormBi. 3219

Ak 1B oci6 6e3 MMA a6o ITA, kiTiHIYHA KapTUHA TaHKpeaTUTy BapiadenbHa. Crifg
3a3HAYMTH, [I0 TAHKPEATUT MOXKE MPOTIKaTh Oe3 00JIt0 B >KUBOTI, TOMY MOXE
3QIMIIATHCS HEPO3Mi3HaHuM, 220221

Hemae nokasiB Toro, o JikyBaHHSI TOCTPOTo a00 XpOHIYHOTO MAHKPEATUTY MpU
MMA Tta ITA mae ocoOnuBi acriekTH, BIAMIHHI BiJl 3aralbHUX CTaHJAPTIB JIKYBaHHS
nankpeatuty. Ilin ydac emizolly maHKpeaTuTy HEOOXITHO MIATPUMYBATH HaJEKHE

CHOXXUBAHHS €Heprii, 00 3a0e3neunTi MeTaboIIuHy CTa0IbHICTD.

Pexomennanist Ne2(). Mu HamosjeriMmBo peKOMEHAYEMO HeraiiHe 0OCTEKEHHS Ha
HAsIBHICTh MaHKpeaTuTy y naiieHTiB 3 MMA Ta [1A, Akiio BUHMKaE KITiHIYHA M1103pa,
OCKIJIBKH SIK TOCTPHM, TaK 1 XpOHIUHHUI MMaHKPEaTUT € BIJOMUMHU yCKIaaHeHHsIMuU [TA
ta MMA.

Pe3yabTaT: maHkpeaTur.

SkicTh 10Ka3iB: TOMIpHAa.

Cuia pekomeHaamii: qyxe HAaCTiifHA.

3.5 | SAkicTh KUTTSI, MOB'sI3aHA 3i 310POB'sIM

SKII3 ta ncuxosioriyHa ajanTanis € 3Hau4ylUMK apaMeTpaMu pe3yJibTary, siKi
CIiJI  BpaxoBYBaTWU TMpPH  HAJAAHHI  JIOMOMOTH  JITIM 13 XpOHIYHUMU
3aXBOPIOBaHHAMU.??>?23 Bucoka orinka pesynsrary SIKII3 BKasye Ha BaKJIMBICTDH
[LOT'0 TIapameTpa JJIsi MEJUYHUX MPaIlIBHUKIB Ta €KCIEPTIB, a TAKOXK MPEICTAaBHUKIB
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narienTiB. [Ipuy MMA Tta IIA mwuTaHHS SKOCTI JKHTTS Maibke HE PO3TISIAIOCS
CHCTEMaTH4HO.%?%

OcHoBuuii macuB manux wmogo AXKII3 y namientiB 3 MMA ta IIA Oyno
€KCTParoJibOBaHO 3 JOCIIKEHbh KOMOIHOBAaHMX 3pa3KiB MAI[IEHTIB 31 CIAJKOBUMHU
METa0OMIYHUMHU 3aXBOPIOBAHHSIMU, Yy SKHX 3aCTOCOBYBAJIM YHIBEpCalibHI a0o0
CUCTEMaTU4H1 yHIBE€pCabH1 IHCTPYMEHTH. JIHIlie B KIIbKOX MOB1TOMJIEHHSIX HaBEJIEHO
okpemi gani moxao SAXKII3 y mamientis 3 [TA yu MMA.

SAKII3 ominumu y 13 mamientiB 3 [IA 3 BUKOpPUCTaHHSIM YHIBEpPCAJIbHOTO
iHcTpyMeHTy (onutyBasibHUKa KINDL), mpu oMy Oyio BUSBIEHO 3HAYHO HUKYY
SIKII3 y «ricuxonorigyHOMY» TOMEH1 Ta JJOMeHI1 «apy3i». [ToBimomitsiiocss mpo BUIIAN
piBenb SIKII3 y nmomeni «kosay. Kopemnsmii 3 mapamerpamu, MOB'I3aHUMU 13
3aXBOPIOBaHHAM a00 cim'ero, a00 BrumB Brpydans Ha SIDKII3 e mocimkyBaucs.?

Batbku 35 narienTiB 3 MMA 3 mut® abo ocobu, ki 3AiHCHIOIOTH 38 HUMH JOTJISI,
3aMOBHUJIM YHIBEpCaIbHY OCHOBHY Bepcito onuTyBajibHHKa PedsQl, a Takoxx mpokci-
Bepcii MOAyJiB TpaHCIUIaHTallll Ta BIUIMBY Ha ciM'to. [loBigomusiiocs mpo HUKYI
CepeHi MMOKAa3HUKHU 32 OCHOBHOIO 1TKanor PedsQl (mopiBHSHO 31 370pPOBUMH TITHMH)
1 HIDKY1 TIOKA3HUKHM 3a IIKajJaMy TpaHCIIaHTallli (MOPIBHIHO 3 TPyMaMu Malll€HTIB 3
IHIIMMH TIOKa3aHHSAMU J0 TpaHCIUIaHTaii nedinku). [lopiBHAHO 3 ciM'ssMH TiTell 3
IHIIMMU CKJIAJTHUMU XPOHIYHUMHU 3aXBOPIOBaHHAMU, CIMT AiTell 3 MMA Manu Hux4y
AKICTh XKUTTS. BiJIbHI KOMEHTap1 CBIYATh MPO CHPUSATIMBUN BIUIMB TpaHCIIAHTAI]
neuinku Ha SIKI13.2%

Hemonasuo Zeltner et al po3poOunu cnemiagibHUl ONMUTYBAILHUK JUISI OLIIHKA
SIDKII3 npu MeTaOoMiYHMX 3aXBOPIOBAHHAX IHTOKCHKaLiiHOro trmy.??® Ha Bigminy
BIJl YHIBEpCAJIbHUX I1HCTPYMEHTIB CIELiaIbHI 1HCTPYMEHTH po3poOJeHi aJis
KOHKPETHUX TPyl 3axBOPIOBaHb Yy CHIBOpalll 3 TMali€HTaMH 13 TaKUMH
3axBOproBaHHAMU.??’ CrienianbHi iHCTpyMEHTH Kpalle MiAX0AATh /1S BUSBJICHHS 3MiH
y IuHaMmili abo 3MiH, MOB'I3aHUX 3 BTPYYaHHSIMHU.

3a MOXKJIMBOCTI MM HAIlOJICTJIMBO PEKOMEHIYEMO TMPOBOJUTH CHUCTEMATUYHY
ominky S2KII3 3a 10moMOrorw CTaHAapTU30BAHUX THCTPYMEHTIB. MU peKOMEHIYyEMO
oOupatu yHIBepcallbH1, CUCTEMATUUH1 YHIBEpCaJIbHI Ta/a0b0 creriaibHl IHCTPYMEHTHU
BIZINOBITHO A0 MUTAHHS, AKE MOTPIOHO PO3TASHYTU. XOYa ICHYIOTh HEMEPEeKOHJIMBI
JIOKa3M Toro, 1o namientu 3 MMA Ta [1A, a Takox iXHi CiMT 3a3HaIOTh MOTIPIIEHHS
SIKOCT1 KHUTTA, JaHUX, 100 copMyirOoBaTH peKOMEHallli CTOCOBHO 3aXOJIB JIJIs
MOKPAIICHHS SIKOCT1 )KUTTS y naiientiB 3 MMA Ta [1A, HemocTaTHbO.

Pexomenpanis Ne21. Mu peKOMEHIyeEMO PO3TISAATH SKICTh JKUTTS, MOB'SI3aHy
31 3710POB’SIM, SIK PEJIEBAHTHHUI MOKa3HUK pe3yibTaTy pu MMA Ta I1A.

Pe3yabTat: sSKiCTh KUTTS, IOB's13aHAa 31 370pOB'IM

SkicTh m0oKa3iB: MOMIpHA.

Cuna pexkomenaaiii: HacTiliHa.

3.6 | MoHiTOpuHI
Hemae mepexoHnnBoi 10Ka30BOi 0a3u MI0JI0 TOTO, KOJH 1 SIKI MOHITOPHUHTOBI
JOCHipKeHHsT mokaszadi naunientaM 3 MMA Tta IIA. I'pyna ekcnepriB peKOMEHAYye
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Aemo Moau(}IKOBaHY CXEMY MOHITOPUHTY MOPIBHSHO 3 MOYAaTKOBUMH HACTaHOBAaMU
(Tabauis 5), sika MOXKe KepyBaTH KIIHIYHUM JIIKYBaHHSIM, ajie Mae OyTH aJlaliToBaHa
10 1HIMBIAYyaIbHUX MOTpeO maumieHTiB. Ha momaTtok 10 MyHKTIB, IPEICTaBICHUX Y
Ta0JIMIl, MU PEKOMEHIYEMO PETYJISIPHO 3BEPTATHCS 10 METa0OJIYHOTO J1€TOJIOTA.
IToBHE KIIHIYHE OOCTEXKEHHS, SKE CIIIJ MPOBOJIUTH 1]l Yac KOXXHOTO BIJBITyBaHHS
NAll€EHTOM  KIIHIKK, 30CEpe/UKYIOYMCh Ha  CEepUEBO-CYIMHHIA cHuCTeMi Ta
HEBPOJIOTIYHUX aCMEKTaX, TAKOK Ma€ BKIIFOUATH OIIHKY CTaHy IIKIPH, HITTIB 1 BOJIOCCS
MaIl€HTa K KOMIIOHEHT HYTPUTUBHOI OIIIHKHU.

4 | BAKJIFOUHI 3AYBAKEHHSI

Ile onoBneHnHs HacTaHOB 00 MMA Ta [1A Hamae naipKeCT OMIHECHUX KITHIYHO
3HAUYIIUX JO0Ka31B, OMyOJIKOBAHUX IIOJ0 ITUX po3JiaaiB. Ha OCHOBI HasgsBHUX JaHUX
rpyrna pisHOMaHITHUX (haxiBIIiB 3 MUTaHb META0OJIYHUX 3aXBOPIOBaHb CPopMYyITtoBaia
21 pexomenpariito. OpHak ciig  3a3HAYUTH, 10 YYaCHUKHA TEPEBAKHO MaJlu
€BPOIENChKE/CEPeI3EMHOMOPChKE  MOXOKEeHHs.  JIIs  HacTymHOro  meperjsiay
MJIAHYETHCS TOAO0JATH 116 OOMexkeHHsS 1 chopMyBaTH OUIbII HEOJHOPIAHY TPYITY.
3aMIaroThCs 3HAYHI TPOTATMHU B 3HAHHSX 010 ONITUMAIBHOT'O BEICHHS MAIlIEHTIB
13 MMA Tta ITA. Ockinbpku mit nocaimkeaass MMA ta [TA HeoOxi1gH0 O1IbIlle JOKa31B
BUCOKOi $IKOCTi, MH TPOJOBXKYBaTUMEMO PEryJIIpHO aHali3yBaTU JiTepaTypHi
JoKepena, mo0 JaTH MOKJIMBICTh MEIUYHUM MpaliBHUKAM, SKI MPALIOOTh y WLIA
rajiysi, NpuiMard OOIPYHTOBAH1 pIIIEHHS, SKI HE 3aCHOBaHI Ha KaTETOPUYHUX
EKCIIEPTHUX 3HAHHSX.
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