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Criaa MyJbTHAMCHHUILIIHAPHOI PO00YOI IPyNH 3 ONPALIOBAHHSA KJIiHIYHOI

HAaCTaHOBH:

XapueHkKo
Haramis
B’sueciaBiBHa

[lepOuHina
Mapuna
Bbopucisna

beniupkuin  IBan

JleoH1mO0BHY

I'punenxko
Onekcanap
BanentnnoBuu

3uMak-3aKyTHS
Harans OneriBaa

Makyx T'anuna

BacwiiBHa

Mapruniok
Bomogumup
OpiitoBuu

Mapyra Haramis
OnexcanapiBHa

Haszap Oxkcana
BacuniBha

3aBiqyBau Kadeapu racTpOCHTEPOJIOrii, MIETONOrIi 1 €HIJOCKOMIi
HamionansHoro yHiBepcuteTy oxopoHu 310poB’s iM. [LJI. Hlynuxka,
rojoBa po0o4oi Irpynu;

podecop-KOHCYIBTAHT 3 TUTaHb TAaCTPOCHTEPOJIOT] Ta TemaToIorii
MO «JlokTpuHay, 3aCTYITHUK TOJOBH pOOOYOi TpynH 3 KITHIYHUX
MUTaHb (32 3roj1010);

3aBiAyBady peaOuliTallifHOrO IHEeHTpy KIHIKH «M-1utoc»  (3a

3TOJ1010);

3aBiAyBady BIQAULY TpaHCIUIaHTaIli Ta Xipyprii nediHku VY
«HaiionanbHuii HAyKOBUI LIEHTP XIPYpPrii Ta TPAHCIUIAHTOJIOTT M.
0.0. lllanimoBa HAMH VYkpaiau» (3a 3rofo1o);

kepiBHHI opdanHoro neHTpy KII «XmenpHuIbKa MiChKa JTUTAYA
JiKapHs» (3a 3rof010);

3aBiyBauKa PETiOHAJLHOTO IIEHTPY HEOHATAJIBHOTO CKPHUHIHTY,
KHP JIOP «JIbBiBChKMI OOJNIACHWM KIIHIYHUN TepHUHATAILHUN
IIEHTP», HAYKOBUH KEPIBHUK MOJIEKYIIPHO-TEHETUIHO1 1aboparopii
HMI'L] «Leogene» (3a 3rofo1o);

mupextop JJHIT «Vkpaincbkuit MenuaHuii eHTp peadimitamii 1itei 3
OpraHiYHUM ypaXeHHsIM HepBoBOi cucteMu MO3 Ykpainuy;

3aCTYIHUK JUPEKTOpa 3 HAyKOBOI pOOOTH, KEpIBHUK BIIILTY
norpannaHoi ncuxiarpii Y «lHCcTUTYT HEBpoJorii, meuxiaTpii Ta
Hapkojorii im. I1.B. Bomomuaa HAMH VYkpaiau» (3a 3romoro);

3aBigyBavyka Kadeapu memiaTpii, TUTII0i HEBPOJIOTii Ta MEAUYHOT
peadinitanii HanioHanbHOTO YHIBEPCUTETY OXOPOHH 3JI0POB’S 1M.
ILJI., ynwuka;
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CuBa OneHa

BikTopiBHa
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Maxkcum
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IBanoBHuY

Ximion Jlrogmuiia
BikTopiBHa

YepHenko
Maxkcum
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3aBiqyBau kadenpu (HizuyHOi peaburiTallii, CHOPTUBHOI MEAUIIMHU
Ta  Bajeosnorii  JIHIMPOBCBKOrO  AEPKABHOTO  MEIUYHOTO
YHIBEPCHUTETY;

TepaneBT MoBH Ta MoBieHHs, K/IL[ BimainenHs amOynatopHOi
menuuyHoi peaOumitamii, KII «Menuune o006 ennands Jlynbkoi
MICBKOT TEPUTOPIAJIBHOT TpoMaan (3a 3ro/1010);

¢13uunnii TepaneBr KHII IBano-¢pankiBcbkoi 0071aCHOT KITIHIYHOT
nikapHi «llenTp ¢di3uyHoi Ta peaburiTamiiHOT MeAUUMHUY» (32
3TOJ1010);

3aBiAyBad KadeApu BHYTPINIHBOI MEIUUMHUA ByKOBHHCHKOTO
JIEP>KaBHOTO MEMYHOTO YHIBEPCUTETY;

3aBigyBau kadenpu Teparii, CIMEHHOI MEIWIIMHU, TeMaToJoTil 1
TpaHcdy3ionorii, HarioHanbsHOTro yHIBEPCUTETY OXOPOHH 3/10POB’ s
M. ILJI. ynuka;

3aBigyBad BIJAUTy ayTOIMYHHHUX 1 JIETEHEPAaTUBHUX 3aXBOPIOBAHb
HepBOBOi cuctemu, lLleHTp poscisHoro ckieposy. AV Iacruryr
HeBpoJiorii, rmeuxiarpii Ta Hapkonorii im. I1.B. Bomommua HAMH
VYKkpainu (3a 3roz101o);;

aKaJieMiK rpoMaJichbkoi opranizamii «HarionaneHa akagemis Hayk
BUIIOI WIKONM  YKpaiHW», MeauuHuii gupekrop Llentpy
naboparoproi memuninan «BICMenuk» (3a 3roforo)., MEIHMYHHMA
nupekrop I «BIC-Menuk».

MeToauuHuii cynposia Ta ingopmauniiiHe 3a0e3ne4eHHs

I'ynenko
Okcana
IBaniBHA

mupektop [lemapramenty craHAapTiB y cdepli OXOpOHHU
310poB’sl  Jlep»aBHOro €KCHepTHOro IHeHTpy MiHicTepcTBa
OXOPOHHU 37I0pOB’sl YKpaiHu, 3aCTYIMHHUK TOJIOBU POOOUOi TpymH
3 METOJI0JIOT1YHOTO CYHPOBOY

Enextponny Bepcil0 JOKYMEHTa MOKHA 3aBaHTaXUTU 3 PeecTtpy Menuko-
TEXHOJIOT1YHUX JIOKYMEHTIB 31 CTaHAapTU3aL[ll MEUYHO1 JOTIOMOTH, 1110 PO3MILIEHUM
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Ha  BeOcaiti  [lepkaBHOro exkcrieptHoro  ueHtpy  MO3  Vkpainu
(https://www.dec.gov.ua/mtd/home/).

Jep:xxaBHuii ekcriepTHUM HeHTP MiHicTepcTBa 0XOPOHM 310POB’Sl Y KpaiHH
€ 4JICHOM

s In
. . . -hs"‘ﬁ f%
Guidelines International . E,r 3,
Network (MixxHapoaHa mepesxa o -y
HACTAaHOB) '-3 .*-E?
}“"ﬂm o
PenensenTu
IkpoboT 3aBigyBauka  kadenpu  HeBposorii  TepHOMUIBCHKOIO
CeiTnana IBaHiBHA  HAI[IOHAJIHHOTO MEJIUYHOTO YHIBEPCHUTETY iMeHi

I.4. T'opbayeBcbkoro, 1.M.H., Ipodecop;

Cxpunnuk Irop IPOPEKTOP 3 HAyKOBO-TIeIaroriyHoi ~ poOoTH  Ta

MuxkoJsaifoBu4 HICISTUIIIOMHOT  OCBITH, TIpodecop Kadeapu BHYTPIITHBOT
Meauiuau Ne 1 IlonaTaBCBKOrO J€p>KaBHOTO MEIUYHOIO
YHIBEPCUTETY, JI.M.H., Ipodecop.

Ileperuasa KJIiHIYHOI HACTAHOBH 3a1UIaHOBaHO Ha 2031 pik


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

Cnmcok CKoOpoYeHb

AJIT
ACT
BMH
BOM
BTX
BH3
T'TIH
I'CM
ECT
36
KH
KIIT
JId
MHB
MPC
MPT
T15X
TUTP
TICX
TIOIX
PKJT
CI33C
TI
XB
X311
ALD
EASL

ERN RARE-

LIVER
IQR
MASLD
HELLP

LAL-D
CPG
DBS
GPi
PICO
dNCC
EASL
ICP
FLAIR
NCC-Sp

anaHiHaMmiHOTpaHcepasa

acrapraraminoTpaHcdepasza

BEPXHS MeKa HOPMH

BITHOCHA OOMIHHA M1Jb

OOTYIIHIYHUM TOKCUH A

BapiaHT HEBU3HAYCHOTO 3HAYCHHSI

roCTpa MEeYiHKOBA HEIOCTATHICTh

IIIMOO0KA CTUMYJISILIIS TOIOBHOTO MO3KY
€JIEKTPOCYIOMHA TepaITist

3arajpHuM OUTIpyOiH

KJIIHIYHA HACTAaHOBA

KOTHITUBHO-TIOBEIIHKOBA TEpaItis

ayxkHa pocdaraza

MDKHApOJAHE HOPMAaJIi30BaHE BIAHOLICHHS
MarHiTHO-PE30HAHCHA CTIEKTPOCKOITisI
MarsiTHO-pe30HaHCHa ToMorpadis

NEPBUHHUYN OUTIapHUN XOJIAHTIT

NoJTIiMepasHa JIAHITIOTOBa PeaKIlis

NIEPBUHHUMN CKJICPO3YOUUI XOJIAaHTIT

IPOrpeCyOUYrii CIMEHHUIN BHYTPINTHBOIICYIHKOBUM X0JIeCTa3
paHAOMI30BaHE KOHTPOIBOBAHE JTOCIIIKEHHS
CEJIEKTUBHI 1HT101TOPH 3BOPOTHOTO 3aXOIJIEHHS CEPOTOHIHY
TpaHCIUIAHTAIllsl TIEYIHKH

xBopoba Binscona

XPOHIYHI 3aXBOPIOBAHHS TICYIHKU

AJIKOTOJIHE 3aXBOPIOBAHHS TEYIHKU

€BporielicbKa acoliailisi 3 BUBUCHHS ITEUIHKH
€Bporeiichbka Mepexa piIKICHUX 3aXBOPIOBAHb MEYIHKU

1HTEepBaJl MKKBAPTHIILHOTO J11alla30Hy
MeTaboIIYHO-acoIliiioBaHa CTeaTO3HA XBOPOOA MEYIHKU

Cepiio3He YCKIIaIHCHHS BariTHOCTI «reMOJIi3, IIBUIIICHUI PiBEHb
MEYIHKOBUX (DEPMEHTIB Ta HU3bKHUI PIBEHb TPOMOOIIUTIBY
nedIInT Ji30COMANTBHOT KUCIIOT JTina3u

KJIIHIYHI IPAKTUYH1 HACTAHOBH

ITMO0KA CTUMYJISIIISE MO3KY

ro0yc namrinyc, BHyTpimHii cermeHT (Globus Pallidus internus)
MOPIBHSHHS TIOMYJIAII1/TAI[l€HTA-BTPYYaHHI-PE3YIbTAT

npsiMa HelepysIomia3MiH-3B's13aHa MiJb

€Bpomnelichbka acoItiaiis 3 BUBUCHHS TTEUIHKH
Mac-CIEeKTPOCKOIIs

BIJIHOBJICHHSI 1HBEPCIi 3aTyXaHHS PIIUH

aHaJli3 Miji, He 3B’513aHOT 3 UEPYIOIIa3MOI0, 13 3aCTOCYBAHHSIM
piauHHOI xpoMarorpadii Ta ICP- mac-cnekTpockomii
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CEKBEHYBaHHsI HACTYITHOTO TIOKOJIIHHS

HOBHH 1HAEKC Biibcona

cyOranamiune sipo (subthalamic nucleus)
Bi3yaJji3allis, 3Ba)KE€Ha 3a Uy TJIMBICTIO
TPIEHTUHY AUT1IPOXIOPUT

TPIEHTUHY TETPAT1APOXIOPHUA

yHi(p1KOBaHa IIKaja OLIHKK XBOopoOu Binbcona


https://www.google.com/search?q=%D1%81%D1%83%D0%B1%D1%82%D0%B0%D0%BB%D0%B0%D0%BC%D1%96%D1%87%D0%BD%D0%B5+%D1%8F%D0%B4%D1%80%D0%BE&rlz=1C1GCEU_ukUA1127UA1127&oq=STN+%D0%BC%D0%B5%D0%B4%D0%B8%D1%86%D0%B8%D0%BD%D0%B0+%D0%BD%D0%B5%D0%B2%D1%80%D0%BE%D0%BB%D0%BE%D0%B3%D1%96%D1%8F&gs_lcrp=EgZjaHJvbWUyBggAEEUYOTIHCAEQABjvBTIHCAIQABjvBTIKCAMQABiABBiiBDIKCAQQABiABBiiBDIKCAUQABiABBiiBNIBCTEzNTQxajBqN6gCCLACAfEFW1GCRBBpxss&sourceid=chrome&ie=UTF-8&ved=2ahUKEwjz1MvI9r-SAxXFHXcKHQzNK_MQgK4QegQIARAB
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NEPEIMOBA MYJIbTUAACHUILIITHAPHOI POBOYOI T'PYIIU

Kniniuna nacmanosa (KH) «Xeopoba Binvcona» pospobnena 8ionogiono 0o
Memoouku po3pooku ma 6npoeaddlceHHs CMaHOapmie MeOUYHOi O00NOMO2U HA
3acaoax 00Ka3zo80i MeOuyuHu, 3ameepoxcenoi Hakazom Minicmepcmea 0xopoHu
300pos’ss Vkpainu 6i0 28 eepecns 2012 poxy Ne 751 «llpo cmeopenns ma
8NPOBAOINCEHHS. MEOUKO-MEXHOJIO2ITYHUX OOKYMEHmMI8 3i cmaHoapmu3ayii MeouuyHoi
ma peabinimayiunoi Odonomozu 6 cucmemi Minicmepcmea o0xopoHu 300p08’s
Vrpainuy, 3apeccmposanum y Minicmepcmsi ocmuyii Yxpainu 29 aucmonaoa 2012
poxy 3a Ne 2001/22313 (3i 3minamu,).

I[n KH € aoanmosanoio Ons cucmemu O0XOpOHU 300p08°si YKpainu eepcicto
ooxymenma EASL-ERN Clinical Practice Guidelines on Wilson’s Disease
(European Association for the Study of the Liver, 2024), wo 6ys obpana pobouoio
2PYNoro, K NPUKIA0 HAUKpawoi KIIHIYHOI NPaAKMUKU HAOAHHS MeOUYHOi 00nomMo2u
nayiecumam i3 x6opooorw Binbcona (XB) ma rpynmyemscsa Ha npunyunax 0oKazoeoi
MEOUYUHU w000 epekmusHocmi ma Oesneku MeOUYHUX 6MpPYuaHb, d MAaAKOIC
OpeaHizayiiHux nioxo0ie 0o ix sacmocysanus. Bubip npomomuny 30iticneno Ha 0CHOBI
00 €EKMUBHUX Kpumepiig OYIHKU i3 BUKOPUCTNAHHAM MINCHAPOOHO20 [HCMPYMEHMY
oyinKu axocmi KniniyHux Hacmanoe AGREE I1.

3  nosHuM  meKcmoOM  NPOMOMUNY,  MemoOolo2i€l0 1020  po3pOoOKU,
IHCmpyMeRmamu  8nposaod’ceHHss ma 00Ka308010 0a30i0, Ha niocmasi Kol
chopMOBAHO KIOYOBI peKOMeHOAaYii, MONCHA OZHAUOMUMUCS 34 NOCUTAHHIAM:

https://www.journal-of-hepatology.eu/article/S0168-8278(24)02706-5/fulltext

Aoanmayis KH nepeobauac emecenHsi 00 HE3MIHHO20 MEKCMY OPUSIHANbHOL
HACMaHo8u KOMeHmapie pobouoi epynu, y AKUX 6i006pa9fceH0 MoofCJzueicmb

Wooo O0CMYNHOCMI MeOUYHUX 6MPYYAHb, HAABHOCMI O0epIHCABHOI peecmpauzz
JIKAPCbKUX 3ac0o0i8 ma 8i0N08IOHOCMI YUHHIN HOPMAMUBHO-NPABOGIU 643l 000
opeanizayii MeouuHoi 00noMo2u.

KH e pexomenoayivmum OOKYMeHMOM, WO 8i000paxcac HAUKpawi Cy4acHi
nioxoou 00 MeOUu4HOi NPaKMuKu, i He NOBUHHA PO32AA0AMUcs, K 0008 3K08Ul
cmandapm nikysanusn. Ocmamoune piutenHs Wooo 8UOOpPy mMemooi 0iacHOCMUKU ma
JIKYBAHHA NPUUMAEMbCA TIKApem 3 YPAaxy8auHaAM KIIHIYHO20 CMAaHy nayicHma,
MOJCIUBOCMEN KOHKPEMHO20 3aKlady OXOPOHU 300p08°s ma 6UMo2 YUHHO20
3akoHooascmea. Daxiseyvb 3 0XOPOHU 300pP08° MAKOIHC Hece BION0BIOANbHICIb 3d
OOMPUMAHHS  AKMYAIbHUX GUMO2 W000 3ACMOCY8AHHA JNIKAPCbKUX 3acobie ma
MeOUYHUX BUPODI8 HA MOMEHM X NPUSHAYEHHSL.


https://www.journal-of-hepatology.eu/article/S0168-8278(24)02706-5/fulltext
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EASL-ERN Clinical Practice Guidelines on Wilson’s Disease (European
Association for the Study of the Liver, 2024)

Pe3rome

XBopoba Binscona (XB) — 11e ayToOCOMHO-pe1eCUBHE 3aXBOPIOBAHHS, 3yMOBJICHE
MOPYILIEHHSIM METa0O0II3My Mijli, 110 MPU3BOJUTH J10 ii HAKOMMYEHHS B OpTaHi3Mi 3
YpPaXKE€HHSIM IEUYIHKH, LIEHTPAIbHOI HEPBOBOI CUCTEMU Ta HIIMX OPTaHIB.

JliarHO3 BCTAHOBIIIOIOTH HAa MIACTaBl KIIHIYHUX TMPOSIBIB Ta pe3yibTaTiB
1a00paTOPHUX JOCHIKEHb, 30KpeMa BHU3HAYEHHS KOHLIEHTpalii LEepyJoIia3MiHy B
mia3Mi KpoBi, JOOOBOI €KCKpellii Miai 3 cedero, BMICTY Mial B TEYIHI[, a TaKOXK
PE3YNIbTATIB MOJIEKYJISIPHO-TEHETUYHOTO aHAII3Y.

J1J1st BCTAHOBJICHHS J11arHO3y PEKOMEHIYETHCSI BUKOPUCTAHHS 0aJbHOT OI[IHKHU 3a
Jleiinuu3bkoto 1Ikangow. JloJaTKOBUM JIaOOpaTOPHUM TIOKa3HUKOM MOXeE OyTu
BU3HAUYEHHS BIAHOCHOI OOMIHHOT Mif]1.

@dapmakoyioTiuHa  Tepamiss BKIIOYA€ 3aCTOCYBaHHS  XEJIATOYTBOPIOIOYMX
npenapartiB (MEHIIWIaAMIH, TPIEHTUH) a00 MpenapariB MUHKY. Y MAIiEHTIB 13 TSHKKUM
ypaXKE€HHSIM TEUYIHKH MepeBary HaJlatoTh XeJIaTOYTBOPIOIOUKM IMpenapaTam.

MOHITOPUHT JIIKyBaHHS IPYHTYETbCSI Ha OLIHII KJIIHIYHUX CHUMIITOMIB,
NOKa3HUKIB (DYHKIIIT MEYiHKKM Ta mapameTpiB meTabonizMy MiAl (30kpema 1g000BOT
eKCKpeIlii Mifi 3 ceuero Ta piBHA OOMIHHOI Mifl) 3 METOI BUSBJICHHS HEIOCTATHHOI
MPUXWIBHOCTI JI0 JTIKYBaHHS, a TAKOXK 03HAK HEJIOCTaTHBOI a00 HAMIPHOT Tepaii.

I'octpa meuinkoBa HemocTaTHiCTh (I'TIH) € XKUTTEBO 3arpo3jvMBHM CTaHOM; Yy
TaKUX BUMAJKaX rmokaszaHa TpaHcrutanTailis nedinku (TII). TpancruradTaiiro ne4inku
TaKOX PO3TISAJAI0Th y TAIIEHTIB 13 MPOTPECYIOYMMHU HEBPOJOTTYHUMU IPOSIBAMU,
pedpakTepHUMU 10 METUKAMEHTO3HO1 Tepanii.

Komenmap pooouoi epynu: na momenm po3pooku yiei Kniniunoi nacmanogu
JEKAPCOKULL 3aCiO 3 MIJICHAPOOHOIO HENAMEHMOBAHOIO0 HA38010 MPIEHMUH 8 YKpaini He
3apeecmposaHuli.

BCTYII

XB — 1e ayTocoMHO-pelieCuBHE TEHETUYHE MOPYIICHHST METaboII3My Mifi, 110
MIPU3BOJIUTH A0 TOKCHYHOTO HAKOMMYCHHS Mifl B TICUiHIlI, HCPBOBIH CHCTEMI Ta 1HIIHX
opranax.'? [TaTorenni Bapiantu (MyTauii) 060x aneniB rena ATP7B mpusBoasaTs 10
XB, mpu sAkiii mopymieHHs BUIUICHHS MiAl 3 JKOBYIO Ta BIJCYTHICTh KOMILUIEKCY
roJonepyiomiasMiny (I’STh MOJEKYJIT Mifl, 3B’S3aHUX 3 IEPYIOILIA3MiHOM)
IPHU3BOAATE 0 HAKOIMYEHHS Mifi B pi3HUX opraHax.’

VY oci0, ski MalTh OJWH TATOTEHHUN BapiaHT reHa (T€TePO3UTOTHI HOCI1)
BIJICYTHI CHMITTOMH 3aXBoproBaHHsI. [1iiBuIIcH] piBHI HE3B  13aHO1 3 OLTKAMU TOKCUIHOT
MiZll B TEMaTOIMTax MPHU3BOJATH O TEMaTUTy Ta 3aru0eni KIIITHH 3 MOJAIbIIUM
BUBUIBHEHHSIM MiJli B KpoBOOOIr. OCKUIBKM MpOILIEC A03PIBAHHS ILEPYIOIUIa3MIHY
BUMarae (QyHkuioHanbHO 1HTaKTHOI AT®-a3u 7B, 3HWKEHUU pIBEHb 3PLIOTO
[IepyJIOIUIa3MIHY CEKPETYEThCS B KPOBOOOIr uepe3 HEAOCTaTHIO abo BIJICYTHIO
aktuBHicTh AT®-a3u 7B y rematonuTax.>*
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[TouaTkoBi ominku nomupenocti XB 1:30 tuc. — 1:50 tuc. 3 1984 poky Bce 11e
3aJIMIIAIOTECA  AKTyaJlbHUMHU 3CIIHO 3 HEU[OJIaBHIM CHUCTEMAaTUYHUM  OIJISIIOM
miteparypu, npuHaiMui mis Cnonydenux IlTaris, €eponu ta As3ii.’> VY remi ATP7B
onucano mnoHax 2700 pi3HUX BapiaHTIB MyTali, 3 sxux mnoHaa 800 wmaroTh
iATBEPKEHY POIIb Y IIATOTEHE31 3aXBOPIOBAHHSL. |

Komenmap pooouoi zpynu: 3a oanumu Hayionanvnoi ciyscou 300pos’s Ykpainu
(enexkmponna cucmema OXOpOHU 300po8’s) na nouamox 2026 poky 6 Ykpaini
3apeecmposarno oauzvko 700 nayicnmis i3 nopyuienuam oominy mioi (koo ES83.0 3a HK
025:2021), 3 sxux nounao 300 eunadkie OiacHocmosaHo enepuie 6npooosic 2023—
2025 pokis. Hasedeni Oani niomeepoxcyroms pioxichuii xapakmep XB ma
NIOKPeCaomy  8aMCIUGICMb NIOBUWEHHSL O00I3HAHOCMI JNIKAPI8 WO000 CBOEUYACHOT
0iAcHOCMUKU, 0OCMENCEHHS POOUYI8 NAYIEHMI8, ONMuMizayii Mmapupymie nayicuma i
po3wmupents 00Cmyny 00 cy4yacroi mepanii. Baxciugy niompumyrouy pois 8 adanmayii
nayienmie ma ixHix poouH 8idieparome NAYIEHMCHLKI Op2anizayii, 30Kpema 2pomaocovKa
opeanizayis (I'O) nayienmie 3 XB, 00 sxoi 6xooums nonao 100 nayienmis.

Meouuna oonomoea nayicnmam 3 piOKiCHUMU (OpDAHHUMU 3AXBOPHOBAHHAMU),
30kpema 3 XB, 6 Vkpaini nadaemvcsa y peghepenmuux yeumpax, OiLIbHICMb SAKUX
pecynoemovcs Hakazom MO3 Vkpainu 6io 07 eepecus 2022 poky 3a Ne 1620 «Ilpo
mepedcy peghepenmuux YyeHmpie 3 NUMaHsb PiOKiCHUX (0pGanHUX) 3aX80PHOEAHD »

V 2026 poyi 6 Vkpaini naxazom MO3 Ykpainu 6io 15 ciuna 2026 poxy Ne 60
3ameepodiceno J{08IOHUK PIOKICHUX (OpghaHHUX) 3aX80PHO8aAHD, AKULL MICMUMb NOHAO 7
mucsa4 Ho30102iu. JJokymenm nputinamuil Ha sukonanns [lnany 3axo0die ujooo peanizayii
Konyenyii pozsumxy cucmemu oonomozu nayienmam i3z piOKiCHUMU 3aX680PI0BAHHAMU
na 2021-2026 poxu ma 3anposaodicye cucmemHuii nioxio 00 001Ky piOKICHUX
3aX80PI0BAHb ) CUCNEMI OXOPOHU 300p08°s YKpainu.

KitiHi4HI MposiBM MOXKYTh 3HaYHO BapilOBaTH, OJHAK KJIIFOYOBUMHU O3HaKaMu XB
€ YpaKeHHsS TEYIHKH, SKE MOYKE NMPHU3BOJUTHU JO IHMPO3Y; HEBPOJIOTIUHI Ta MCHUXIYHI
po3naau; Kiutbll Kaifzepa—@mneiimepa y aeciieMeToBii MeMOpaHi pOTiBKH; a TaKOXK
roCTpi €mi3041 TeMOI3y, 10 HEPIIKO moenHyoThes 3 ['TIH.

XB MOk€ BUHMKATH y OyIb-IKOMY Billi — Bil pAHHBOTO JUTSYOI0 40 HOXHJIOro.%”
8 BapiaGenpHicTh BiKy 1e6HOTY Ta KIiHIYHHMX IIPOSABIB y MyOMIiKaligX 3HAYHOI MIpOIO
3yMOBJIEHa OCOOJIMBOCTAMH BiOOpY MAaIli€HTIB: MpodiieM MEAUYIHOTO 3aKIaay
(memiaTpisi, TEMATOJOrIsA, HEBPOJIOTiS) Ta PETIOHOM TMPOBEACHHS MOCTIIKCHHS; IIeH
e(heKT MEHII BHPAXCHUN Yy BEIUKHX HAIOHATBHUX peecTpax. OpHak, YacToTa
MOIIMPEHHST TUMOBUX MyTalid reHa ATP7B BapitoeTbCcsi cepel pi3HUX MOIYJISLIN.
BapiaaT H1069Q TtumoBuii il maIieHTIiB 3 MEHTPaIbHO- a00 CXiJTHOEBPONEHCHKUM
noxomxkeHHaMm,” ! toxi sk R778L (ex30H 8) 3ycTpidaeThes nepeBaxkno y Cximuii Asiil2,
a C271X (ex3on 2) — B Inpmii. 3

Komenmap pooouoi epynu: oocniodcenus, nposedene 8 Yrpaiuni, nokazano, wo
yacmoma Haunowupeniuioco 8 €eponi namozernnoco sapianma c.3207C>A (H10690Q)
eena ATP7B ceped ykpaincokux nayicumie cmaumosumo 76,8%, a uwacmoma anens
c.2304dupC cepeo cenemuuno sepugikosanux sunaokie — 7% [Makukh H, Haibonjuk I,
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Zarina A, Semeryak OM, Hailite L. ATP7B gene mutations among high-risk patients for
Wilson disease from Ukraine. Cytology and Genetics. 2020;54(4):324-332. doi:
10.3103/8009545272004009X]. Li oani sidobpasxcaoms HaAyioHANbHI 0COOAUBOCHLI
NONYAAYIT Ma MOXCYMb Oymu KOPUCHI 0Jis inmepnpemayii pe3yivmamis MOJIeKyIAPHOL
OiacHOCMUKU, npome He 3MIHIOIOMb NPUHYUNIE 8edeHHs XB.

Memoou

€porneiickka acomianis 3 BuB4YeHHs mnediHku (EASL) ta ERN-Rare Liver
3ampocuiii Tpymy ekcrepTiB po3pooutu Kiiniuni npaktuyHi HactaHoBu (CPG),
COpsIMOBaHI Ha HaJaHHS pEKOMEHJAllld, 3aCHOBAaHMX Ha HAMKpalUX JOCTYIMHUX
JI0Ka3ax, I0A0 JIarHOCTUKH Ta JIIKyBaHHS XB 1u1s remarosoris, HEBPOJIOTIB, JIIKapiB
3arajibHOi MPAKTUKHU, TEIIaTpiB Ta I1HIIUX MEIUYHUX TMPAIlIBHUKIB, SKI HAJAAlOTh
JOTIOMOTY 111{ KaTeropii Maii€eHTiB.

Komenmap po6ouoi zpynu: gionosiono 0o Haxa3y Minicmepcmea oxoponu
300pos’s Vipainu 6i0 05 aunua 2025 poxy Ne 1065 «llepenik npogheciii (nocao)
NpayieHUKie cghepu 0Xxopouu 300po8 sy, 3apeccmpoganozo 6 Minicmepcmai rocmuyii
Ykpainu 23 nunusa 2025 poky 3za Ne 1109/44515 - nixapceka npocghecis nikap —
eenamonoe 8 Yxpaiui eiocymus. Hadanus meouunoi oonomoeu nayicnmam iz XB
300UCHIOEMbCA  IKAPAMU-CACMPOEHMEPOLOSAMU,  NIKAPAMU-HEBPON02AMU (8 MOMY
yucni  JIKApAMU-2acmpoeHmepoio2amu OUMAYUMU, JUKAPAMU-HEBPONO2AMU
oumsa4uUMuU), JKAPAMU-2EHEeMUKAMU, JKAPAMU-NCUXIAMPAMU, JIKapAmMuU-
ogpmanvmonozamu, NKAPAMU 3A2ANbHOI NPAKMUKU - CIMEUHUMU JNiKapsamu ma, 3d
HeoOXiOHoCmI, THUWMUMU axieyamu.

Piotr Socha Oyno 3anpomieno ronosyBatu B CPG, a motim me 11 uneHiB rpynu
(BKJIFOUHO 3 OTHUM TipeacTaBHUKOM Panu kepyrounx [E.T.]) Oynu o6pani o6 ckiactu
pemry rpynu CPG. TlpoBenenuii mporec miicyMoBaHO y 3arajJbHOMY BUTIIAJ HAa PHC.
1. CnouaTky rpyma y3rojuja HAWBa)KJIUBIIII TeMH, SKIi Majld OyTH PO3MVISIHYTI Yy
Hacranogi. I'pyna CPG po3poOuna 24 kiIiHIYHO 3HAYYIIlI TUTAHHS 13 BUKOPUCTAHHSIM
dopmary PICO (momysmsiiisi/maiieHT-BTpy4YaHHS-TIOPIBHAHHS-pe3yabTaT). Ddopmar
PICO € cranmapTu3oBaHUM METOJOM ypaxyBaHHs JaHHX IIOJI0 TOIMYJISIT MAIi€HTIB,
BTpYUYaHHs, MOPIBHSHHS Ta PE3YJIbTATIB, @ TAKOXK 3a0€3Ieuy€e y3ro/KEHICTh JaHMX 13
OCTaHHBOIO HacTaHoBOO EASL.

Bbyno chopmoano manens Jenwsdi, cnibHO BucyHyTOI0 Tpynoo CPG, a Takox
KepiBror panoro EASL, 3 38 akagemMiuHuX €KCTIEpPTIB Ta IHIIUX 3aIlIKaBICHUX CTOPIH
(puc. 1), BKIIOYAIOYH TEMATOJIOTIB, HEBPOJOTIB, JUTAYHUX T'€HATOJIOTIB, TICHXOJIOTIB,
MICUXIaTpiB, Ta MPEJACTABHUKIB TPYT MAIIEHTIB.

3actocoBaHo crpoieHuit nporec Jensdi; 3anpononosani nutanus PICO Oymm
MEPETIsHY T, & OTPUMaH1 BIATYKH BKJIFOUEHI JO OCTaTOYHOTO BapiaHTy. Pexomenmarrii
nojaHi Ha rojiocyBanHs rpyni Jlenbdi. Knacudikaiiisi cuam KoHCEHCyCy Oylia Takoro:
CUJIBHMI KOHCEHCYC, SAKIIOo >95% 3roau, KOHCEHCYC, KO0 >75-95% 3roau, O1bmIicTh
3roaM, Ko >50-75% 3roau, HeMae KOHCEHCyCy, Ko <50% 3roau.
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CPG Oyna po3auieHa Ha MIATPYNH, KOXKHA 3 SIKUX ONpallbOBYyBajla YaCTUHY
nutadb PICO. Excneptu mnpornoHyBanu TBEpDKEHHS Ta PEKOMEHJalli Uisl CBOiX
PO3ILTIB 1 IUTAIUCS I0KA30BUMHU TAOJIUISIMU 3 YCI€I0 TPYIOIO.

—>| [onosa rpynu KH }

Marina Berenguer 1

Thomas Sandahl H

Eve Roberts Radan
Bruha Olivier

o Guillaud Karl Heinz !

[ MpaenitHa EASL ] l Weiss !
Adam Przybylkowski Zoé '

Marifio !

—>| MaHenb rpynu KH } Anil Dhawan '

James Dooley H
Aftab Ala  France '
Woimant H

Piotr Socha (ronosa)
Patrizia Burra Anna

Y
Temu, 3anuTaHHs ‘

'
Maria Teresa Pellecchia !
TomaszLitwin Marina :
Svetel !

Czlonkowska ¢opmarty PICO Olivier Bandmann '

ini Samuel Shribman H
Dominique Debray l Petr Dusek '

. Janusz Rybakowski Paula H

Peter Ferencit Zimbrean !

. . o Gloria Gonzalez-Aseguinolaza '
Wojciech Janczyk Uta CucTemarndhuit omsg } Corinne Collet !

Merle Emanuele
Nicastro Aurelia
Poujois Hartmut
Schmidt
Emanuel Tsochatzis
Alberto Zanetto

Peter Ott ]
lokasoBa 6a3a (OCEBM) 1

Isabelle Mohr |
Ansgar Lohse !
PekomeHpauii Ta
TeKcT
OcTatouHui —j—>l' KH nicns nepernsgy }
nepernsg l

Gabriella Par H
Daniela Virovska H
Wiebke Papenthin '
Valerie Wheater
Antal Dezsofi
Roderick Houwen
Anna Liberek Tudor
Pop Deirdre Kelly
Pierre Broue !
Mohamed Rela
Nouzha Djebrani-Oussedik
Roman Polishchuk !
Oren Shibolet I
'

Joanna Seniow '
Alberto Ferrarese !
Godfrey Gillett H

npaeniHHam EASL

( KiHuesa KH

'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
!
' '
! Georgios Loudianos !

. . Heinz Zoller
Fpyna naveni [lendi l i Darius Moradpour E
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'
'

Puc. 1. Y3aranbHeHHS METOA1B, BUKOPUCTAHUX ISl PO3POOKH HACTaHOBH.

PexoMenmarii 11 KOXKHOTO MUTaHHS C(OPMOBaHI Ha OCHOBI CHCTEMATHYHOTO
orjsxy JjitepaTypu Ta oiiHeHl 3a Metogukoro OCEBM (Oxcdopacbkuii meHTp
noka3oBoi MenunuHu) (Tabdn. 1 ta 2). Cuma pexoMeHnamiii Oyna kimacudikoBaHa SK
«crmabka» abo0 «cwibHa». UMM BHINA SKICTh JI0KA3iB, TUM OLIbIIIAa KMOBIPHICTH TOTO, IIIO
OyJe HaJlaHa CHJIbHA PEeKOMEH/IAITis.

TaoJ. 1. PiBenb nokazoBocti (Oxkcdopacbkuii HEHTP T0KA30BOI MeTUIIMHM)

Cupourena inTepnperaunis
PiBenn Kpurepii (BuCOKa / cepeHs / HU3bKA
JI0KA30BicTDb)
CucreMaTH4HI OIJISIIA PaHIOMI30BaHHUX
KOHTPOJIBOBAHUX JOCIIIKEHL a00 OKpeMi .
1 poJ HX 0CTA ) P Bucoka 1oka3oBicTh
paHIOMI30BaHi KOHTPOJIbOBaH1 OCTIIKCHHS 3 BY3bKUM
JIOBIPUUM IHTEPBAJIOM
KoropTtHi nocnimkeHHs abo cucTeMaTuyHi OTJIsIIN )
2 . CepenHs 10Ka30BICTh
KOTOPTHUX AOCTIIKEHB
3 H JlocmimKeHHsT «BUMAaI0K—KOHTPOIIb) H CepenHs/HuU3bKa JOKA30BICTh
Cepii BunajakiB abo HU3bKOSAKICHI KOTOPTHI/BUTIATOK— .
4 : Husbka 1oka3oBicThb
KOHTPOJIb TOCHIKEHHS
Excnepraa Ka 0e3 SIBHUX KPUTUYHUX OL[IHOK 200 .
5 P AyM o < Kp 1 Jlyxe HU3bKa TOKA30BICTh
naHux, abo 6a3oBa (izionoris

Ta6.a. 2. PiBHi pexomenaaunii
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‘ PiBenn H DopMyJIIOBAHHSHA H Kpurepii ‘
[TepeBaru 4iTko MepeBakatoOTh PU3KKHU (200

1 (cnabHa Pexomennyetbes / He o . . .
excoMenais) PEKOMEHIYETHCA HaBIaKH); OUIBIIICTH MALlIEHTIB TOBUHHI

P Y OTPUMYBATH PEKOMEHIOBaHY IHTEPBEHIIiO

2 (ymoBHa Mosxe Oyt E:a.nch KOPHCTI Ta PU3MKY MCHIII BU3HAMCHHI,

. €KOMEHJIOBAHO / HE IIIEHHS 3aJISKHUTD BiI KIIHIYHOT CUTYAIlil Ta

eKOMeH/1anis)

P PEKOMEH/I0BaHO BITOI00aHb MaIli€HTa

SKuo YiTKUX J0Ka3iB He OyJjio, peKOMEeHJalli IPyHTYBaJIMCS Ha €KCHEPTHIH
JIYMII1 WIEHIB Ipynu. 3peluToro, BCl peKOMeH/ alli Oyiau 00roBopeHi Ta cXBajeHl BciMa
yuacHukamu. Ilicig po3poOku Ta y3romxeHHs pekoMmenaauii rpynoro CPG nposeneHo
noBTopHui orisg naneni Delphi. 3anponoHoBaHi 3MiHM BpaxoBaHi, a MEPErJIIHYTHH
npoeKT HajicaaHo Ha po3risan Kepisniil pani EASL Ta 30BHINIHIM peLieH3eHTaM.

Kuiniuyna kapTtuna
Kuiniuna kaptuaa XB € BapiaGenbHOr0 (BcTaBka 1). YacToTy OKpeMuX KIIHIYHUX
O3HAaK HaBEJICHO B Ta0J. 3, a Bik IeOIOTY — Yy TEKCTI.

[lepeBaxatoTh mediHKOBI Ta/abo HeMporncuxiuni nopymeHHs. [lamientu 3
0e3CMMITOMHUM a00 MIHIMAJbHO CHMITOMHUM NepediroM (BiICYTHICTh KIIHIYHUX
nposiBiB 200 HE3HauH1 JIabOpaTOpHI BIAXWICHHS, HANPUKIAJA, JIETKE ITiBUILCHHS
TpaHCaMiHa3) HAWYacCTIIe BUSABISIOTHCS IMiJ] Yac CIMEMHOrO CKPHHIHTY. Y IIbOMY
KOHTEKCTI «0€3CUMITOMHHUI)» BU3HAYAIOTH SIK BIICYTHICTh KJIIHIYHUX O3HaK. [larfieHTiB
0e3 ypakeHHs TEYIHKHA Ta 3 JabOpaTOPHUMHU O3HAKAMH 11 YpaKeHHsS aHalli3yBaJH
OKPEMO.

BceraBka 1. OcHoBHi KiaiHiuHi o3Haku XB

IlewinkoBi po3naam:

I'emaToMerainis, crjieHOMeraJis

Crearo3 nevinku

[TinBumennst piBast ACT ta/abo AJIT

O3HaKW/CUMIITOMH TIOPTAJILHOT TiNEPTEH3il: CIUICHOMETrajis, BapUKO3HE PO3IIMPEHHS BEH
CTpaBOXOJy Ta/ab0 IUIyHKa, TPOMOOLMTOIEHIA, JAWjaTailisi BOPITHOI BEHH, MOPTOCHCTEMHI
KoJlaTepati

O3HakM JIEKOMIICHCOBAHOI'O 3aXBOPIOBAHHS IICUIHKH: acCIUT, IICUIHKOBA eHIedaonaris,
YKOBTSIHULISI

HeBpoJoriuni po3iaaau:

Tpemop

Juzaptpis

Arakcisa

JucToHist

[TapkiHcoH3M

Hucdaris

Xopes/aTeTo3

KorziTuBHI nopyuieHHs

[TopytienHs nmuceMa

Ilcuxivni po3naau:

Po3znaau nactporo

3MiHH 0COOHCTOCTI
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Henpecis

TpuBoxHI po3maau

[IcuxoTnyni pos3nanu

Ini opranHi ypa:keHHs:

Kinbus Kaiizepa—®@uneiiiepa, «COHSAIIHUKOBAY KaTapakTa
Hupkosi nopymienHs

Kapmiomionarist

[Tankpeatur

CkeneTHi aHOMAaJi1 (30KpeMa apTpoIaTii)

Bik moyaTky cumMnromis

XB moxe manipectyBath y Oyab-sSKOMY Billl, OJJHaK y OUIBIIOCTI MAallI€HTIB
CUMIITOMU BUHUKAIOTh Y Billl BiZl 5 10 35 pOKiB.

Haiimonoammuii onucanuii BUNajiok 1upo3sy, acoiiiiosanoro 3 XB, cnocrepirascs
y Bimi 3 pokis'4, ame remaromeranmis 3i miIBMINEHHSAM piBHS TpPaHCAMiHA3 MOXKE
BUSBIATHUCS BKe 3 2-piunoro Biky.'> Hepenuka yactka namienTis (3-8%) ne6roTye micis
YETBEPTOrO AECATHIIITTS KUTTS 3 NEYiHKOBMMH a00 HEBPOJIOTiYHMMHU mnpossamu. s
Haiictapmii omnucani maiieHTH — OparT Ta cecTpa, Y SKUX JlarHO3 BCTAHOBJICHO Y
BOCBMOMY JECATHIITTI xKuTTs. &1

®Di3zuKaabHI 03HAKH

Kinerie Kaiizepa—®netimepa € KIIHIYHOW O3HAKOK, XapakTepHoro st XB, i
BUSIBIIIETHCA TPUOIU3HO Y 95% maIieHTiB 13 HEBPOJOTTYHUMU TposiBamMu Ta oHa 50%
narieHTiB 6e3 HeBposoriynoi cumnromatuku. 1 V nireii i3 manigecranicro y BUras i
ypa)keHHs Tedinku Kinpig Kaitzepa—®neiimepa 3azsudaii BigcytHi.?’ Boau 3ymMmoBieni
BIJIKJIAICHHSAM Miji B JieclieMeToBii MeMOpaHi poriBku. [[is iX BUSBICHHS MOTpiOHE
00CTEe)XKEHHS 3a JOTOMOTOI0 IIIIMHHOI JIAMITH JOCBUTYCHUM OQTaIbMOJI0roM. bimbi
YyTIIMBMM METOJIOM JIarHOCTHKM € ONTHYHA KorepeHTHa Tomorpadis.?! Kimbms
Kaitzepa—®neiimepa He € aOCONIOTHO crenu(pigHUMU UIT XB, OCKUIBKH MOXYTh
BUSIBIISITACS TIPU XPOHIYHMX XOJECTATUYHUX 3aXBOPIOBAHHSX, 30KpeMa y IiTeH 13
HEOHATAJIBHUM XOJIecTa3oM. [HII o(TabMONOTIYHI 3MIHHM CIOCTEPIraroThCs PiaKo,
30KpeMa «COHSITHHUKOBA» KaTapakTa, IO € HACIIIKOM BiAKIAJACHHS Mii B MEepeIHIM
Karncyii kpuiranuka.?? O3HaKy ypaxeHHs Nedinky € Hecrenudiuanmu, ogaak XB ciif
BUKIIFOYATH TpU OyIb-SIKOMY 3aXBOPIOBAHHI TIE€UIHKH HEBCTAHOBJIEHOI €TIOJOrii.
HeBposnoriuni o3Haku € BaplaOeNbHUMH, HaW4acTillie BOHHM BKIIOYAIOTh TPEMOP,
TU3apTPir0, aTaKCiI0 Ta/abo AUCTOHIIO.

Komenmap pobouoi zpynu: y oocnioxcenui, nposedenomy 6 Yxpaini, cepeo 10
oimeti i3 Oebromom XB 3 nepesadicHum ypaxcenHAM nedinku, Kitvysa Katizepa—
Dnetiwepa He Oynu 6ussieHi, 0OHAK OiacHO3 OYI0 NIOMBEPONHCEHO 3a OONOMO20I0
MONEKYNAPHO-ceHemu4Ho20 ananizy. Lle cnocmepedicennsi niOKpecuoe MOMCIUBICHb
sepughixayii 3axX60pI0BAHHS HA PAHHIX KIIHIYHUX CMAOJIAX 13 3ACMOCYBAHHAM
2eHemuyHoi OIa2HOCMUKU, 00 HNOABU XAPAKMEPHUX OQDMATbMONIOIYHUX O3HAK.
[Haiboniuk I, Dats-Opoka M, Makukh H, Boyko Y, Kiselyk 1. Genetic diagnostics and
clinical features of Wilson'’s disease in children. EUREKA: Life Sciences. 2020, (2):3—
9. doi:10.21303/2504-5695.2020.001197].
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YpakeHHs NeYIHKH

VY nanientiB 13 XB MOXe BUHUKHYTH 3aXBOPIOBAHHS MEUYIHKU OYIb-SKOTO
CTYyNEeHsd TSXKKOCTI. XB cii po3riasaatd npu OyAb-IKUX BIIXWICHHSIX MEYIHKOBUX
MOKa3HMKIB, a TaKOX 3a HAasgBHOCTI HEBPOJIOTIYHOI CHUMITOMATUKH. Y YacCTUHU
MAIIE€HTIB 13 HEBPOJOTIYHUMHU MPOSABAMU IMOKA3HUKM MEYIHKOBUX NPOO0 MOXKYThb
3aJIMIIATUCS B MEXKaX HOPMH.

KininiuHo MaHipecTHE ypa)keHHS NEYIHKM MOXE BHUIEPEIKaTh HEBPOJIOTIUHI
npossu 10 10 pokis,®?* i y GiIBIIOCTI MAIiEHTIB HA MOMEHT BCTAHOBJIEHHS JIiarHO3Y
B)K€ HASIBHUM MEBHUM CTYNIHb ypaxkeHHs nedinku. KiiHiunuii 1e010T € BapiabeabHUM
— BiJ] 0€3CUMIITOMHOTO NIEepediry, sIkuii MOXe CyNpOBOIKYBATUCS JIUIIE OI0XIMIYHUMU
3MIHaMH, A0 BUPAKEHOTO LIMPO3Y 3 yCKiIagHeHHIMHU. XB Takox Moxke MaHiecTyBaTu
y Burssanal I'TIH, inoai y moegnanHi 3 KymOc-HEraTMBHOIO T€MOJITHYHOIO aHEMIEIO
Ta/ab0 rocTpOI0 HUPKOBOIO HEJOCTATHICTIO. BaskmuBo 3a3Haunty, 1o npu XB Hepigko
BIJI3HAYAETHCS JIMILIE TOMIPHE MiIBUILEHHS PIBHS TpaHCaMiHA3.

I'ocTpa neviHkoBa HeOCTaTHICTDH, cIpHuYnHeHa XB

I'TIH, cnpuunnena XB, BU3HAYAETHCS SIK TOCTPHM MPOSIB 3aXBOPIOBAHHS MEYIHKU
3 TIEYIHKOBOI HEJIOCTATHICTIO, IO MPOSBISETHCS IMIIBUIICHUM MDKHAPOIHUM
HOopMaJizoBaHuM criBBinHomeHHsM (MHB >2 a6o >1,5 3a HasBHOCTI eHuedanonarii),
HaBITh Ha TJ1 XPOHIYHOTO ypa)kKeHHs neviHkd. XB ciin Bkirodatu 10 qudepeHiitnoi
JIarHOCTUKH Y OYIb-SIKOT'0 MOJIOJIOTO MAI[IEHTA 3 TOCTPUM T€IIaTUTOM.

Kiiniyaa kapTrHa MO’Ke KIIIHIYHO HE BIAPI3HATHCS BiJ TaKoi MPHU TOCTPOMY
BIPYCHOMY T'€IaTHUTI Ta BKJIIOYATH >KOBTSHUIIIO 1 abnoMiHanbHui auckomdopt. [Ticms
BCTAHOBJICHHS J[IarHO3y HEOOXiJgHE MOBIYHE JIIKyBaHHSA. BogHOYac MOXIIMBE MIBHIKE
nporpecyBanHa g0 ['TIH 3 po3BuTkoM eHnedanonarii Ta HUPKOBOI HEJOCTATHOCTI.
I'TIH, cnpuumnena XB, mepeBakHO BHUHHMKAE€ Y MOJOJIMX JKIHOK (CIIBBITHOIICHHS
KiHKn/900BiKky 4:1). 1

["ocTpuil moyaTok 13 MIBUIKUM MPOTPECYBAHHSIM MOXKE TAKOX CIIOCTEPIraTucs y
NAIi€HTIiB, AKi paHille OTPUMYBAIH JiKyBaHHS, aje NPUITMHUIA IPUHAOM mpenapaTis.*
[Tino3pa Ha roctpy hopmy XB noBuHHaA OyTH 0COOJIMBO BUCOKOO y mamieHTiB i3 ['TIH
y TIOE€HAHHI 3 BUPAKEHOIO JKOBTSHUIICIO, 3HIKEHUM PIBHEM TeMOTIJIO0IHY (TeModi3),
3HM)KEHUM PiBHEM XOJIIHECTEPa3H Ta JIHIIIE IIOMIPHUM IIiIBULIEHHAM TpaHcaminas.>* e
3a3BHYail CyHpOBOKYEThCS KyMOcC-HEraTMBHUM TE€MOJII30M 1 BIJHOCHO BHCOKHMH
piBHAMH OinipyOiHy, OJHAK Ii KpUTEpii HE € 0OOB’SI3KOBHUMH JJII BU3HAUCHHS, IO
3a3HAYAETHCA B 1111 HACTAHOBI.

Tabu. 3. YacToTa KJIIHIYHUX CHMIITOMIB NPH NeviHKOBii popmi XB

ABTOp (KpaiHa, HOCHUJIaHH) Walshe Stremmel/ | Tami CkortT Ferenci

(Benmukobpu | Merle (I isn)® (Benmuko6 | (ABcTpis
Tanis)®’ (Himewun puranis)’® | 7!
Ha) 208

)23,

KinbkicTh TaIli€HTIB 31 87 (>250) 34/96 52 (282) 17* (45) 30 (64)
YpOXKEHHSIM  TEYIHKH (i3 (51/163)
3arajabHOi KITbKOCTI)

BusiBnenunii cumntoM [ % MaIieHTIB 13 3aXBOPIOBAHHSIM MEYIHKH |




17

JKoBTsiHUIIS, AaHOPEKCis, 44 27/28 40 41 37
OJIFOBaHHS
Acrut/HaOpsik 26 21/21 12,4 24 23
KpoBoTteua i3 Bapuko3HO 6 <1 6 3
PO3MIMPEHUX BEH CTPABOXOTY
I'emopariyanii giares 8 3 3
I'emomni3 20 15/12 10
I'ematomeraitist/cruieHOMerais 16 74/47 39 29 17
T'TIH TaHUX 0/8 TaHUX TAHUX 17
HEMae HEMae HEMae
Be3cuMnToMHHir JIAHUX 18/7,4 5 23
HEMae

*JIuile BUNIAAKU 3 XPOHIYHUM aKTUBHUM T'€IIaTUTOM.
SHinmmennii pisens AJIT mix yac pyTMHHOTO TECTyBaHHS ab0 BHIIAAKOBE BUSABIEHHS ILHPO3Y
neuinku ado kinens Kaitzepa-deitmepa.

XpoHiYHMH renaTuT Ta HMPO3

barato maiiieHTiB 3BepTalOThCs 3 O3HAKAMU IIUPO3Y, SIK KOMIIEHCOBAHOIO, TaK 1
JIEKOMIIEHCOBAHOTO. Y TMAIlEHTIB MOXKe OYyTH 130JIbOBaHa CIUICHOMETalisi BHACIITOK
KJIIHIYHO O€3CMMNITOMHOIO LHUPO3Y 3 MOPTajJbHOIO TinepreHsieto. KiiHiyHa KapThHA
MO’K€ HE BIAPIZHATHUCS BiA 1HIIKUX (HOPM XPOHIYHMX 3axBoproBaHb neuinku (X3II), 13
CUMITOMaMH, 110 BKIIOYAIOTh KOBTSIHULIIO, HE3/1Y)KaHHS Ta HEUITKI CKaprd Ha Oulb y
KHUBOTI.

I'emoanis

KyMm0Oc-HeratuBHa reMosiTHYHa aHeMis MOXe OyTH €IMHUM TMOYaTKOBUM
cumnromom XB. OpmHak, BUpaKeHWH TeMoOJIi3, 3a3BHYai, aCOINIOETHCS 3 TSHKKUM
3aXBOPIOBAHHSAM MEUIHKU. 3aru0eNb KIITHH MEYIHKA MOXE MPU3BECTU O BUBLILHEHHS
BEJIMKOI KIJTBKOCT1 HAKOMTUYEHOT MiJli, 110 111 OUTbIIe MOCKIIOE TeMOoTi3. YuM roctpiire
YpaKECHHS TIICYIHKHA, THM BHINA HMOBIPHICT PO3BHTKY TeMONi3y. Y BHMAAKY
XPOHIYHOT'O 3aXBOPIOBaHHS, KJIIHIYHO 3HAYYIIMKA HeratTuBHUU 3a KymOcom remouris,
3a3BMYai, BigcyTHiN.>>*® TocTpe 3aXBOPIOBAHHA IEYiHKK Ta Te€MOJI3, K OCHOBHMIA
cuMnToM XB MOXyTh MPOSIBISITHCS T Yac MOJIOTIB, KIIHIYHO HAraayr4u CHHAPOM
HELLP.?”” Huspkuii CTymiHb reMolizy Moxe OyTd mnoB'ssanuii i3 XB, xonu
3aXBOPIOBAHHS MEYIHKU KIIIHIYHO HE TIPOSBISIETHCS. JlesKi maIi€eHTH 3 HEBPOJIOTTYHUMU
CUMIITOMAaMH TOBIIOMJISIIOTh, IO PaHillle Y HUX CIIOCTEPIrajJucs TUMYACOBI €Mi30/1u
KOBTSHMII, HMOBIpHO, 4epe3 remomnis.?® ¥ ognomy mocmimxkenni, 18 3 26 mauieHTiB 3
reMOJII30M TMepeHecn O1omciro nevinky, a 12 mamm mupo3 (66,6%). 38 3 41 narrienra 3
dyneminaaTHOrO XB mepeneciu tepminoBy TII Tomi ik Tpoe momepiud 70 TOTO, SIK
TPAHCIUIAHTAT CTaB JOCTYMHUM; 35 MAIIEHTIB 3 TPAHCIUIAHTAII€r0 Maiu 1upo3 (92,3%)
i Tpu — 3anymenuii Gi6pos.”

HespoJioriuxi posiaamu

XB Moe MOpOSBIATHCS MIUPOKUM CHEKTPOM HEBPOJOTTUYHUX IMOPYIICHb, SKI
MOXYTh OyTH MEpIIMM KIIHIYHUM IPOSBOM 3aXBOPIOBaHHS, BUHUKATH OJHOYACHO 3
MEYIHKOBUMHU O3HaKaMu a0 3’ SBISATHCS IIICIS BCTAHOBJICHHS miarHo3y. IloyaTkoBi
HEBPOJIOTiYHI CHMNTOMHM BUHHUKaOTE y 40-60% mnanicuris,” npudomy 3a3Buuaii
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po3BuBalOThCs y Bill 20-30 pokiB, depe3 NECATWIITTS Micis Ae0lTy MEYIHKOBOTO
ypaxenns.>* HeBposoriuni posnaam MoxkyTh 6yTH MiHIMaIbHEMHM, MAJOIIOMITHUMH Ta
NEepIOIMYHUMHU TPOTATOM Oaratb0X pOKIB ab0, HABMAKH, LIBUJKO IMPOTPECYBATH 3
PO3BUTKOM TSKKOT 1HBaNIU3AII] MPOTATOM KUJTBKOX MICSIIIB.

HeBposoriuni nopymieHHs 3arajioM NOoAUISIOTh Ha TPU CUHIAPOMHU BIMOBIIHO JI0
JOMIHYIOUMX  KIIHIYHMX  TOpOsABIB:  TpeMop 1  aTakcia,  OpaaukiHe3is
(mapkincoHononibumii cuHapoMm) Ta aucToHIA.>232 Y GaraThoX —MAalLlieHTIB
CIOCTEPIraeThCsl 3MillIaHa KIIIHIYHA KapTUHA, 10 YCKIAJHIOE YITKY CUHIPOMOJIOTTYHY
Kiacu(dikamilo Yepe3 pI3HUM CTYIMIHb BHUPAXKEHOCTI OKPEMHUX MOpylIeHb. PyxoBi
pO3Nagy YacTo TOEAHYIOThCS 3 JIU3apPTPi€l0, TOPYIIEHHSM XOAM Ta TOCTaBH,
CIMHOTEYel0 1 aucdariero. Jo HIIKUX MOXKIMBUX HEBPOJOTIYHUX TMPOSBIB HANEKATh
enuIerncisi, HIOXOB1 MOPYIIEHHS, BereTaTuBHa NTucyHKIlis, nepudepuyHa Helponaris,
CUHAPOM HECMOKIMHMX HIr, MOPYIICHHS CHY, THKH, MIOKJIOHYC, MIFpeHb, MipamiaHi
3HaKH, OKOPYXOBi Ta CMaKoBi po3iaau. JlaHi 1o/10 4aCTOTH IIMX CUMIITOMiB HA MOMEHT
BCTaHOBJICHHS JiarHo3y € oomexeHnMu. >3 3Minn MOBIEHHS Ta CIMHOTEYA MOKYTh
OyTH paHHIMU HEBPOJIOTIYHUMH MPOSBAMHU, TOMY MOTPEOYIOTh PETEIbHOI KIIHIYHOT
ominkmu. %4

VY Mipy mporpecyBaHHSI 3aXBOPIOBaHHS 4epe3 HAPOCTAHHS PYyXOBHUX MOPYIICHb
a00 TSDKKY JUCTOHIIO TIAIIEHTH MOXYTh BTpadyaTH 37aTHICTh JO0 CaMOOOCITYrOBYBaHHS
Ta CTaBaTH NMPUKYTUMH JIO JIDKKA. Y TAIIEHTIB 13 BUPAKCHUM YPaKEHHSM TEUYIHKH
HEBPOJIOT1YHI CUMITOMH MOXYTh TOMUJIKOBO TPAKTYyBaTUCS SIK MPOSBH MEYIHKOBOT
ennedasomnarii. Xo4a HEBPOJIOT14HI Ta TICUXIYHI pO3JIajid, 3a3BUYail, MaHIPECTyIOTh Ha
IPYrOMY—TpPETbOMY JECATWIITTI KUTTS, Yy MOOJMHOKHX BUIMAJAKAX BOHH MOXKYTb
criocrepiratucs y Bimi g0 10 pokis*** i peectpyrorses y 4-6% miteii i3 mo4aTKoBUM
IIEYiHKOBMM Je0roToM 3axBoproBanHs. 24 Kineua Kaitzepa—®ieiiniepa npakTUaHO
3aBXKIU BUSBIISIOTHCS y TAIIEHTIB 13 HEBPOJIOTIYHOK MaHiecTallielo Ha MOMEHT
BCTaHOBJICHHS JiarHo3y. %4

Komenmap podouoi epynu: panne 6uséienus pyxoeux nopyuleHv, 3MiH MOGIeHHS
ma CIuHoOmeui € 8adCIUBUM Ol CBOEUACHOT OlacHOCMUKY ma noyamxky nikysauns XB.
Ycim nayienmam i3 niomeeposxceHum 0iacHo30M peKoMeHO08AHO GUKOHAHHS OA308020
MPT 201061020 mo3ky. ¥V dimeti MPT 201061020 MO3KY peKoMeHO08AHO NPOBOOUMU Y
siyi cmapute 10 poxie abo 3a HAABHOCMI HEBPOJO2IUHOI CUMNMOMAMUKU HE3AeHCHO
8i0 6iky. [Wilson’s Disease Support Group. (2021). Wilson’s disease: Full guidance
document (Version 1.1)
https://www.wilsonsdisease.org.uk/store/medicalarticles/5bd0e7e2-33e2-4671-bf68-
bd8936b7ad5f wilsons disease full guidance document April 2022.pdf]

I cuxivni po3naan

Ha pannix eramax BuBueHHss XB KOTHITHBHI MOPYIICHHS Ta MCUXIYHI PO3JIan
Takl $IK TOPYIIEHHS HACTPOI0, aHOMalbHA IMOBEMIHKA (HAMPUKIAMA, MiABUIICHA
IpaTiBIUBICTE a00 po3raJbMyBaHHS), TpPUBOra Ta JEMpecisi pPO3TIAfanucs, SK
Oe3nocepeiHId HACIIIOK HEBPOJIOTIYHOI CHMMOTOMATUKW. Hapaszl BCTaHOBIIEHO, IO
BOHM MOXYTh BHHMKATH Ta HPOTPECYBATH HE3aIEKHO OAMH Bix omxHOro.*s#
[ToBeniHKOBI Ta MCUXIYH1 PO3JaJU € YACTUMHU Ta MOXKYTh MEepeyBaTU HEBPOJIOTTYHUM
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a00 neviHKOBUM IposiBaM. [IprOIU3HO y TPETUHU NALIEHTIB caMe NCUXIUHI pO3Jaau €
Ne0I0TOM 3aXBOPIOBaHHA. Y JIT€H MOXKYTh CIIOCTEPIraTUCA 3HMXKEHHS YCIIIIHOCTI Y
HaBYaHHI, 3MIHU OCOOHCTOCTI, IMITYJIbCHUBHICTb, €MOI[IHA JaOUIBHICTh, CEKCyajbHa
ne3inribinis Ta HeamekBaTHa moBedinka. ! TIouaTKoOBi MPOSBH HEPIIKO TOMHJIKOBO
IHTEPIPETYIOThCA, K MOBEAIHKOBI OCOOJMBOCTI, IMOB’s3aHI 3 MEPIOJOM CTATEBOTO
N03piBaHHSA. Y mamieHTiB BikoM moHaj 50 pOKiB MOXIMBHUI PO3BUTOK MCUXIYHUX
po3maiiB, 110 IMITYIOTh MAapaHOigHI CTaHU, WK30(ppeHil0 abo Jempecito, a TaKoX
CYNPOBOJIKYIOThCSI 3MIHAMU TOBEIIHKU. Y BUIMAJKaX 13 BUPAKECHUM HEBPOJIOTTYHUM
YPaXKE€HHSIM MOXE CIIOCTEpIraThcs 3HayHe NOPYIIEHHS KOTHITUBHUX (DYHKIIIH, OJJHAK Y
OIIBIIOCTI MAIi€HTIB BOHM 3aAIMINAKOTLCSA BIIHOCHO 30epexkeHuMu.’> 3arprMmKa
BCTAaHOBJICHHS Jl1arH03y XB y Mmaii€eHTiB 13 HEMPONCUXIYHUMHU TPOSABAMU € MOIIUPEHOIO
1 B CEpeIHbOMY CTAHOBHUTH OJIM3BKO 2 POKIB, Y YaCTUHU MAIIEHTIB MOXe jaocarata 12
poxkis.? TTamienTH, sIKi 3B€PTAIOTHCS 3 HEMPOICUXIYHUMU MOPYIIEHHIMH, MOXKYTh MAaTH
CYIYTHE YpaX€HHS MEYIHKHU, K€ HE 3aBXKIU M€ KITHIYHI IPOSBU 1 4YaCTO BUSBIIAETHCS
JUIIe  3a  JOMOMOTol  JabopaTopHUX  (30Kpema  TpOMOOLMTONEHIi)  Ta
THCTPYMEHTAJbHUX METOMIB (Bi3yadi3allliHUX JOCHIIKEHb), a TaKOX 3a JaHUMHU
riCTONIOTIYHOTO MOCHiKeHHS. >

Inmi kiiHiYHI MposBH

Jlo MeHII MOIIMPEHUX MPOSIBIB HAJNEKaTh aKpOMeralisi, 3MIHUA HITTiB, HUPKOBI
MOPYIIEHHS, 30KpeMa aMmiHoanuaypiss Ta HedpodiTia3, TrinmepKajbIliypis Ta
He()pOKAJIBIIMHO3, TYOylasapHUM  ammmos,”*®  kapmiomionaris,>®>’  miomaris,®
XOH/IPOKAJBLMHO3 Ta OCTEOApTPUT,” jeMiHepamizalis KicTKoBOi TkaHuHH, "S!
MiABUINEHUI PU3MK Tepenomis,®’ rimomaparupeos,®® mamkpearur,®® Gesmrigna a6o

IOBTOPHI BUKHUTH], %00

JAundepenuiiina niarnHocTuka
Kinpka 3axBoproBaHb MEUiHKHA Ta HEBPOJOTTYHUX PO3JIA IIB OYJIM OMKCaH1 B TEKCT1
i 9ac OOrOBOPEHHS CUMITTOMIB 1 y3arajibHEHi B Ta0JI. 4.

TaoJu. 4. {udepenuiiina niarnocruxka XB

IlewinkoBi ypa:keHHsI Heiiponcuxiuui po3iaam
CreaToTH4H1 3aXBOPIOBAHHS MEYIHKH Ecenmiansuuii TpemMop

(MASLD, ALD, LAL-D)* XBopoba [lapkincona
MenukamMeHTO3HO-1HAyKOBaHe ypaxkeHHd nedinku (DILI) Yci dopmu auctoHii (dokanbHa,
AyTOIMYHHUI TeNaTUT cerMeHTapHa, reHepati30BaHa)
BipycHi renatutu CrneuundiyHa AUCTOHISA Ui MEBHOT
Xonecratuuni 3axBoptoBaHHa mneuiHku (I[IBX, TICX, | mii («mucuunii ciazm»)

IICBX)* ®DyHKIIOHANbHI rinepKiHeTHYH1
I'emoxpomato3 posnaau

Hediuut anbda-1-aHTUTPUTICUHY CnuHO-MO304YKOBa aTaKCist
KicTo3uuii ¢ibpo3 AnepynormiazMiHeMis

BpomkeHi mopyrieHHs TIiKO3UITIOBaHHS XBopob6a Himanna—ITika, Tun C
Hedinut V-ATDazu [Topymenus TPaHCIIOPTYBaHHS
Hedimut Gocdormarokomyrasu I Mapratiio

Cunnpom MEDNIK
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[Tpum. *ALD — ankoronbHe 3axBoproBaHHs nedinku; LAL-D — gedinuT nizocomanbaoi kucnoi ninazu; MASLD
— CTeaTOTHYHA XBOpoOa MEYiHKH, MoB's3aHa 3 MeTabomiunoto nuchynkuiero; [1bX — nmepsunHuil OimiapHuit
xonanrit; [ICBX — mporpecyrounii ciMeiiHMi BHyTpimHbONediHKoBUK Xojecta3; IICX — nepBuHHMI
CKJIEpO3YIOUUIl XONAHTIT.

HNudepeHiiiiina aiarHOCTUKA TMEYiHKOBOI MaHiecTalii MOBHHHA BKJIIOYATH
BIPYCHI T€NaTUTH, MEAUKAMEHTO3HO-IHAYKOBAaHE Yypa)KeHHS MNEYIHKU, MEeTabOJII4HO-
acoliiioBany crearoTuyHy xBopoOy meuinku (MASLD), ayToiMmyHHMI Tremartwur,
MPOTpPEeCyounii  CIMEMHUN BHYTPINIHBOTICYIHKOBUI  XoJiecTa3 Ta MeTaboJiuH1
3aXBOPIOBAaHHA MeviHKW.> HelomaBHO ONMCAaHO HHM3KYy HOBHMX 3aXBOPIOBaHb, SKi
MOXYTh TpPOSBISTUCS CUMITOMaMu, mnoaiOHuMu n0 XB, T1a/abo nopyumeHHsIM
meTabomismy Mini. Jlo Hux nanexats cunapom MEDNIK,” nedinur V-AT®asu 3i
creato3oM nedinku’* Ta gedinut pocdormokomyTasu 17> — ocTaHHi 1Ba HaNEKATh 10
BPOJIPKEHHX J1e(PEKTIB TJIIKO3UTIOBAHHS.

OcHoBHI TpynHouli audepeHIIHHOT MIarHOCTUKKM MOXYTh OyTH TOB’s3aHl 3
MiBUIICHUM HAKONMUYEHHSAM MiJli B TEYIHII TPH XOJECTaTHUYHUX 3aXBOPIOBAHHSIX
(epBUHHMI CKIIEPO3YIOUYUI XOJIAHTIT, IEPBUHHUN O1TIapHUIN XOJIAHTIT, MPOTPECYOYnit
CIMEHHUN BHYTPINTHBONIEYIHKOBUHN XosecTa3). [J[01aTKkoBO yCKIaIHIOIOTh 11arHOCTHKY
creato3 (MASLD, ankorosibHe 3aXBOPIOBaHHS MEYIHKH, NE(PILMUT JT130COMHOI KUCTIOT
Jina3d) Ta  HASABHICTh TO3UTHUBHUX  AYTOAHTUTUI  (QyTOIMYHHUW  TelaTHT).
HNudepenmiitna giarHoctuka XB 3 HeBpoJIOTiyHOIO MaHidecTalielo BKIIOYAE Pi3HI
PYyXOB1 po3naad, 30KpeMa TMapKiHCOHIYHI Ta MapKIHCOHOIOIOHI CHHIPOMH,
Helpo/iereHepaTUBHI 3aXBOPIOBAHHS Ta CTaHU 3 HAKOIMYEHHSIM 3ajli3a B FOJOBHOMY
MO3KY, BPOJUKEHI ()OPMH JAUCTOHII, a TAKOK PO3CisHMI cKIepo3.>*

JliarHocTHKA
Axozo noemannozo 0iacHOCMUYHO20 RNIOX00Y CHI0 OOMPUMYBAMUCA Y
oopocaux nayienmie i3 nioo3porw na XB ma nepesaricno newinkosumu nposaseamu?

Pexomenpamii

e [lepmuM KpokoM Mae OyTH CKPHUHIHT MOPYIIEHb METa0O0Ii3My Mial (BU3HAUYCHHS
PiBHSA IIEPYJIOMJIa3MiHy B CUPOBATIIi Ta T0O0BOi 0a3aIbHOT €KCKpellii Mifi 13 ceuero).
3a MOXKJIMBOCTI CITiJ] BA3HAYATH PIBEHb BITHOCHOT OOMIHHOT Mifll Y CHPOBATIII KPOBI.
(pieenv ookazoeocmi 2, cuibHa peKomeHOayis, KOHCEHCYc).

e JlomaTkoBO CIIi BHSBISATH THIIOBI Mmo3amnedinkoBi nposBu XB (kimbig Kaiizepa—
Oneiimepa, HEBpodoridyHi cumntomu, KymOc-HeraTWBHMIA TeMoOui3, 3MIHH 3a
naHuMu MPT ronoBHOTO MO3KY) (piéensv 0okazoeocmi 3, CUlbHA PEKOMEHOAUiA,
CUIbHUIL KOHCEHCYC).

e MeaukaMeHTO3HE JIIKYBaHHS CIIi] PO3TOYMHATH MICTS TOTO, K JIarHO3 JOCTATHBO
oOrpyHTOBaHMM 3a 1mKajmoro Jleiniura (pisens Ookazoeocmi 2, cunvHa
PeKomenoayisn, KOHCEHCYC).

e Jlns mATBEp/PKEHHS [larHO3y CJIiI BUKOHATH TEHETUYHE MOCIIKEHHS TeHa
ATP7B, mo Takox A03BOJISE MPOBECTU CIMCHHUN CKPUHIHT (pigeHb 00Kazoeocmi
2, cunvna pekomenoayisn, CUIbHUN KOHCEHCYC).
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e V BHUMajaKax, KOJM AlarHO3 3aJUMIIAEThCS CYMHIBHHMM, CI1JI IPOBOJUTH KUIBKICHE
BU3HAYEHHSI M1/l B MEYIHKOBIM mapeHximi (y mepepaxyHKy Ha CyXy Mmacy) (pieeHn
00Ka30680cmi 2, CUIbHA PEKOMEHOAUIA, CUTbHULL KOHCEHCYC).

XB € Han3BUYaHO TE€TEPOreHHOI0, TOMY BHOIp I1arHOCTUYHOTO AJITrOPUTMY
3aJIEKUTH Bl MPOBIIHUX KIITHIYHUX CUMIITOMIB Ta BIKY J1€0I0TY 3aXBOpPIOBaHHA (pHC.
2). Ii cntiyt po3rasaaTi B 6yAb-1KOT0 0POCIIOro NaLi€HTa 3 XPOHIYHUM 3aXBOPIOBAHHAM
MEYIHKU HESICHO1 eT10JIOT1i, He3alle:KHO BiJ Biky. Ilpu 300pi1 gaHUX Ciil BpaxoBYyBaTH
CiIMEHHUI aHaMHe3, 30KpeMa KPOBHY CIIOP1AHEHICTb.

Kniniunuii cnextp XB € mmpokum 1 Bkitodae BapiaOenbHI MPOSIBU, SIK 1€
HaBeJIeHO y BcTaBll 1 Ta omucaHo y BcTymi. CTeaTo3 € 4acTol 3HAXIAKO IIe /10
PO3BUTKY 1MpP03y. ¢ JIeO0T 3aXBOPIOBAHHS MOXKE BapilOBaTH BiJ PaHHLOTO JUTAYOIO
BIKY (BiJ 2 poKiB) 710 BiKy noHaJ 60 pokiB.

[TigBumieHu# BMICT MiJl1 B TIEUIHII1 € XapaKTepHOIO o3Hakor XB (Tabu. 5). binbm
TSKKa TE€YIHKOBA HEJOCTATHICTh CYINPOBOJKYETHCS TMOPYIIEHHSM CHHTETUYHOI
GyHKIIT TMEYiHKKA 31 3HIKEHHSM CEKpelli anbOymiHy, 110, y CBOI 4Yepry, MOXKe
MPU3BOJIUTH JI0 HEJIOOIIHKH 3araJlbHOTO BMICTY Ml B IIJIa3Mi.

[ Migo3pa Ha xBopoby BinbcoHa (XB)* ]
)
Ll,eép)s'éorénamm Mo3zane4iHKoBi
NpoBaTKU | N
[o60Ba ekckpeLjis chMIToMM
Migi i3 ceveto XB %
> 0, I
+ *kk ;s
OuiHka =24 3a OujiHka 1-3 3a o =
4 JlennuunsbKoto LWKanow ] [ J1ennuun3bKoto LWKanow ] + [ BOM <15%
||
\ Vi
% [ MOﬂeKyﬂﬂpHe TeCcTyBaHHA ]
I
4]
m
3 l ) l x
= -[ ‘OLl.iHKa 243a OujHka 1-3 3a
Ne#inupn3bkoto Wkanoto TNennumn3bKOI0 LWKAanok
J J
\ | .
OuiHka =4 3a . .
; I TNefnuuabKoIo LLKaMnow -[ lNeviHkoBa Miab
—/ d <

Puc. 2 Aaroputm aiarnoctuku. BOM, BitHOCHa 00MiHHA MiIb

*CiMEHHUH CKPUHIHT MOXX€ NPOBOIUTHCH 32 JOMOMOTOI0 CIEliaJbHUX METOAIB, BKIIOYAIOUH MpAME
MOJIEKYJIIPHE TECTYBaHHS

**Brurioyaroud HEBpOJIOTiYHI cuMNTOMH, poriBkoBi kKinbis Kaiizepa-@neiimepa Ta KymOc-HeratuBHy
reMOJIITHYHY aHEMIIO.

***BOM sk BiICOTOK OOMIHHOI MiJli /IO 3araJIbHOI CHPOBAaTKOBOI MiIi
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TunoBUMH JIJIs1 HETIKOBaHUX MAaIllEHTIB 13 XB € mijBuilieHuil piBeHb HE 3B’ A3aHO1
3 OuUIKaMHM MiAl B CHpPOBAaTLl Ta 3HMWKEHA KOHLEHTpalisl LEpyJoIUia3MiHy, Xoya
YYTIUBICTh LIUX MOKa3HUKIB He € abcomoTHOIO (100%). lns omiHku MoOLII3aIi Miji
MO>X€ 3aCTOCOBYBATHCS MPOBOKALIMHUN TecT 13 D-NeHinuIaMiHOM, MpU SKOMY
MIABUILIEHE BUBEACHHS M1l BU3HAYAETHCA B CEYl ITICIIS HOTO BBEICHHS.

Komenmap pobouoi cpynu: misxcrnapoona HenameHmosana HA36a JIKAPCbKO20
3aco0y D-neniyunamin — neHiyuiamin.

Ileit MeTon OyB miATBEPIKEHNI y AiTEH, MPOTE IaHi [l JOpOCIMX BincyTHi.”” 3a
HAsiBHOCTI MOMJIMBOCTI CJiJ BU3HAyaTH BiAHOCHY oOOMiHHY Migp (BOM) sxka
BU3HAYAETHCSA, SK CIIBBIIHOIIEHHS OOMIHHOI MiAl /10 3arajJibHOi CHPOBATKOBOI Miji
(mokJtaiHiIIe pO3TSHYTO J1alli B IIbOMY PO3JILIL).

Komenmap pooouoi ccpynu: eusnauenns BOM 6 cuposamyi «Kposi ¢
NepCneKmusHUM 1a00PAMoOPHUM MAPKEPOM 13 BUCOKOI OiAeHOCIUYHOK MOYHICIIO 015
BUABIIEHHS NopYyueHb 00Miny Midi npu XB. Boonouac, na cb0200Hi 6 Ykpaini oanuti
Memoo He € 00CMYNHUM OJisl PYMUHHO20 BUKOPUCMAHHSL 8 0EPAHCABHIT CUCMEMT OXOPOHU
300p08’s1, GUKOHYEMbCA JUUE 8 OKPEMUX NPUBAMHUX 1AO0PAMOPIAX ma 0OMedceHull
BUCOKOIO 8aApMICMIO 00CNI0NCeHHs. B 36’83Ky 3 yum 1020 3ACMOCYBAHHI MOICIUBE
NEePesadCcHo, K 000AmK08020 MeCmy 3d HAABHOCMI PeCYyPCHOI MOMCIUBOCMI M He
Modce po32na0amucs, K 0008 SI3K08UlL eleMeHm CMAHOApmMHO20 OiAeHOCIMUYHO20
ANOPUMMY.

TaoJ. 5. liarHOCTHYHE 3HAYeHHS MapaMeTpiB MeTa00J1i3My Mii

3HavyeHHs1 B HOPMi Bucoka iimoBipnicts XB
Lepynomnnazmin cupoBatku | 2040 mr/mn <10 mr/an
KpOBi
Jlo6oBa exckperis Mifi 3 ceuero | <40 mxr (<0,65 mMOITB) Y IiTEH; >100 mxr (1,6 1MOITB)
<50 mxr (0,8 1MOJIB) Y AOPOCTHX
Bignocuuit Bmict oOwminHOi | 3,4-8%; >15%
Mifi (%)
Bmict Miagi B mewinmi <50 MKr/T cyxoi Macu >250 MKr/r cyxoi macu
(>4 MMOJIB/T CyX0i Macu)

I'emomniz 3a KymGcom moske Bunukati y naieHTiB 3 [ TIH. Uum Oinbin Bupaxkene
yPa)KeHHs MIEYiHKH Ye€Pe3 HaIIUIIOK MiJi, THM BHILA HMOBIPHICTh PO3BUTKY T€MOJI3y.
Panime anms gocnimkeHb BUKOPHCTOBYBAIW Milb, MiY€HY PaJl0aKTUBHUM 130TOIOM.
Xoua 1ed MeTon Moke OyTH I[IHHUM, 3apa3 BiH PIAKO JOCTYIHUN 1 JOCBi HOTO
3aCTOCYBaHHSI OOMEKECHUM.

[epynomnnasmin Ta g000Ba €KCKpeIlld MiJl 3 CEUCH0 3alMIIAIOThC HAWOUIBII
MOMIMPEHUMU Ja00paTOPHUMHU TECTaMU, 1[0 BUKOPUCTOBYIOTHCSA JIJIsl IIArHOCTUKHU XB.
JliarHOCTMYHA WIHHICTh I[MX TECTIB Oylia mpoaHali3oBaHa Yy HEUOJAAaBHbOMY
KoxkpeliHiBCbKOMY OTJISI/II Ta TTOKa3ajia BUCOKY TOYHICTH. "’ Haiikparniuii 11arHOCTUIHU I
MOPIr LepylomIa3Miny B cCUpoBaTii KpoBi pu XB OyB Hik4ue 14 Mr/nn (4yTiauBICTh
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93% Tta cnemudiunicte 100%) y cepii 3 57 nopocnux ta aiteit 13 XB, 3 ypaxkeHHAM
nedinkyu Ta/a6o HeBposorianum aedimurom, Ta Hkue 20 mr/mn (qyTamsicTs 95% Ta
cneuudiunicth 84,5%) y cepii 3 40 KIiHIYHO O€3CMMNTOMHHX JIT€H 3 MiJBUIIICHUMU
piBHAMU TpaHcaMiHa3 cupoBaTku kposi.®! 3 inmoro 6oky, 10 20% iTeii Ta 1OPOCIMX
13 XB MOXyTh MaTH HOpPMaJbHHI pIBEHb LEPYJOMIa3MIHY B CHPOBATIl KPOBIi, SIK
HOBIZOMIIANIOCS y MALIEHTIB 3 OialelbHUMM MicceHC-MyTauisMu rena ATPB7.3%%
[IpumiTHO, 1110 XUOHOMO3UTUBHUN MIJIBUILIEHUIA PIBEHb LIEPYJIOIIa3MIHY B CHPOBATIII
KpOBI MOX€E CIIOCTEpIraTucsd NpH BUKOPUCTAHHI IMYHOJIOTTYHO-HE(EIOMETPUUYHOIO
aHamizy, SKMM TakoX BHUMIPIOE OI10JIOTTYHO HEAaKTUBHY amo-popmy. Ock yomy
dbepMeHTaTUBHUN aHAJII3 aKTUBHOCT1 OKCUJA3H, Ma€ OYTH KpalluM METOIO0M, ajie¢ BiH
PIZIKO IOCTYNHUI y PyTHHHIN TPpakTHLi.> AHOMaIBHUI PiBEHb HEPYIOILIa3MiHy TAKOXK
MOKHA OYIKYBaTH Yy BWITQJIKy IHIIMX 3aXBOPIOBaHb 3 JCKOMIICHCOBAHOK (DYHKIIIEIO
TIEYiHKHY, HEAOCTATHIM XapuyBaHHAM, BTPaTO Oinka abo Ipu anepysiomiasMidemii. 5

BusnauenHs 1060BOi eKCKpellii Mijii 3 ceuero peKOMEHA0BAHE B YCIX MOMEPEAHIX
HacTaHoBax, BkiItoyatoun AASLD (2023 p.), sik ctangapTHH 1a00paTOpHUI TOKA3HUK.
I'pannuni 3navenns >100 mkr/ma go0y (>1,6 Mkmoib/Ha A00y) € THUIIOBUMH IS
CUMIITOMAaTUYHMX TaIieHTiB 13 XB, ame dYyTauBICTh HEJOCTaTHHRO BHCOKA, 1100
BUKOPUCTOBYBATH II¢ 3HaUCHHS I BUKIIIOUeHHS XB. J[000Ba ekckpeltis Mii 3 cedero
MO>KE 30UTBIIIMTHUCS TIPU XOJECTaTUUYHIM XBOpoOi1 neuinku. [Tomunka Bigdbopy nmpobd ta
3a0pyIHEHHS 1111 4ac 300py cedi TaK0K MOXYTh BILIMBATU Ha pe3yabraru. '

[Tinxig no miarHoctuku XB Bapiroe 3ajie’KHO BiJl TUITY MPOSBIB: TOCTpHUi abo
XpOHIYHMM TIepelir, MediHKOBI a00 HEBPOJOTiuHI cuMnToMu. OTHUM 13 MIAXOIB 110
MOKpaInieHHs aiarHoctTuku € Jlewnmuspka miarHoctuyHa 1mkana (Leipzig scoring
system),® mo HaBemena y Tabn. 6. Ines owiHKM monsrac y BpaXyBaHHI CyMH Pi3HHX
napamMeTpiB Ta CUMIITOMIB, Kl pa3oM (GOpMYyIOTh UMOBIPHICTH JiarHo3y XB. OTxe,
X04ua JKOJIEH OKpeMHui MmapameTp abo cummnToM He € creuudiyauMm maua XB, mis
TIarHOCTUKA BHUKOPHCTOBYETHCS KOMOIHAIlS PI3HUX IMapaMeTpiB. TuM He MeHI,
HepyJIoIUIa3MiH Ta 1000Ba EKCKPEIlis Mijl 3 CEUCIO 3AIMIIAIOTHCS OCHOBHIUMH TECTaMHU.
Jlo6oBe BHAUICHHS Miji 3 ceUero MOBUHHO OIIHIOBaTHUCS Y 2 Oanw, ko >100 Mxr/Ha
100y, SIK TIOKa3aHO Y JOPOCIUX MAIIEHTIB 31 CEPHO3HUM 3aXBOPIOBAHHIM IEUIHKH.

Orusi 3a TOOMOTOR0 IMIUTHHHOT JIAMITH IOCBITYEHUM 0 TaIbMOJIOTOM JIO3BOJISE
BUsBUTH Kutblig Kaiizepa-®neiiniHepa, mo xapakTtepHi 1is XB micias BUKITIOYEHHS
IHIIMX XOJECTaTHYHUX 3aXBOproBaHb neuiHku.®® Ile oOCTeXeHHs 3aBKIU CIij
MPOBOJMTH ISl JTIAarHOCTUKU XBOopoOu XB, 1 BOHO € BaXJIMBOIO CKJIQJ0BOO
JTIarHOCTUYHOTO Oalry.

Tabu. 6. Jiarnoctuyna mkana Jleitnuura (Leipzig scoring system) npu XB

| Osnaxa | 1 o J 1 | 2 | 4]

‘Ki.]'ILI_[H Kaiizepa—®ueiimepa || — H BIZICYTHI H — H HasiBHI H — ‘

Heiiponcuxiuni po3naau ta/abo
xapakTepHi 3MiHM Ha MPT rosioBHOTO — BIZICYTHI — HasiBHI —
MO3KY




O3naka || -1 H 0 H 1 H 2 H 4
KymOc-HeraruBHa reMosiTHyHa aHeMist +
MIABUIICHUN PIBEHB MiJli B CHPOBATIIi - BIJICYTHI HasBHI - -
KpOBI
>2xBMH a6o
HOpMa, aJie
) . ) . >5xBMH micis
Minp y cedi, MKT/24 To1 (3a BIICYyTHOCTI 1-2
- HOpMa HaBaHTAKEHHS -
rOCTPOro IenaTuTy) xBMH D-
MEHINMIaMIHOM
(2x0,5T)
<5xBMH
Minp y nediHii, MKI/T cyxoi Macu - HOpMa (<250 ~>xBMH -
ey t yx p (>250 Mkr/T)
MKT/T)
PonaHiH-IO3UTUBHI T€NaTONUTH (JIUIIE 32 . . .
. L. O - BIJICYTHI | HasBHI - -
BIJICYTHOCTI KUTBKICHOTO BU3HAYCHHS MiJTi)
epyaoIuia3Mid, /11 (HebelIoOMeTPUIHUI 0,1-0,2
1 pY. ’ (ned p - >0,2 r/n <0,1 r/n -
aHaJiz) r/n
‘ I'enetnuni myranii ATP7B ” - H BIJICYTHI H oJHa H ZIBI H

[Ipum.: BMH — BepxHs Meka HOpMH.
[aTepnperaris cymapHoro 6any:
0—1 6am — XB manoiimoBipHa; 2—3 6aymm — XB iiMoBipHa; >4 6anmu — XB qyke WMOBipHa

Bapiabenpna kiniHiuHa kapTuHa XB BUMarae MupKIHCIUIDIIHAPHOTO MIIXOMY 3
caMOro TMoYaTKy, BKJIIOYAIOYM Teraroyiora, HeBposora Ta odraibmorora. I[licas
BCTAaHOBJICHHS J11arHO3y Ta BU3HAYCHHSI KJITHIYHOT KAPTUHU TeMaToIor Ta/abo HEBPOJIOT
MOKYTh B3SITH Ha ce0e MoAalbIIe CIIOCTEPEKEHHS.

['eneTnyHUI aHAII3 € YACTUHOIO JIarHOCTUYHOT IIIKAJIHU, ajie TIOBUHEH CIIAyBaTH
3a IHIIMMH TECTaMHU, HaBITh SKIINO JiarHO3 MIATBEPKEHO Ha OCHOBI1 KJIIHIYHUX/
OloXIMIYHMX JaHUX. ['eHEeTHMUHMI aHaIi3 JTO3BOJISE BUSBUTHU TATOICHHI BapiaHTH Ha
000x anensx y >85% mallieHTiB 3 THNOBUM ¢peHoturnoM XB. V maIieHTiB 3 nepeBakHO
HEBPOJIOTTYHUMH TIPOSBAMHU 1€ MOXKIIMBO MpuOan3Ho y 60% Bumaakis (HEOMyOIiKoBaH1
nani). OxHaK, HaBITh SAKIIO MYTaIlli, 0 BUKIMKAIOTh 3aXBOPIOBAHHS, HE BUSBIICHI Ha
onHOMY ab0 000x anensx, XB He MoxHa ocTaTtoyHO BUKItounTH. [Iporpec y reneTuiri
MOX€E JO03BOJUTH 1i BUKOPHCTAHHS JJII CKPUHIHTY a00 IIBUAKOI J1arHOCTUKU B
MaiOyTHpboMy. KpiM TOTO, MOIITYyK MyTaIliii € MHHUM IHCTPYMEHTOM I CIMEHHOTO
CKpPUHIHTY.

Komenmap pobouoi epynu: y maon. 6 «/liacznocmuuna wkana Jletinyuea npu XB
(Leipzig scoring system)» 0esKi 0dcepena NOMUIK080 8KaA3yiomo 2 OANU 34 BUSGIEHHS
namozennux eapianmis 6 ooox anenax eena ATP7B. Cyuacni oani Kokpeiiniecbkozco
02110y ma nyonikayii, Ha AKi MU CRUPAEMOCS, NIOMBEPOIAHCYIOMb, WO BUABLEHHS 080X
namozennux eapiaumie ATP7B oyinioemocsa y 4 6anu, wo 6i0nogioac Kpumepiio
Oiacnocmuxu XB. Tobmo, cenemuune eusenennsi 06ox namoezennux anenie ATP7B ¢
niomeepodicennam diacno3y XB y oopocaux i dimeii. [Ferenci P, Caca K, Loudianos G,
Mullen K, et al. Diagnostic scoring system for Wilson disease (Leipzig). J Hepatol.
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2003,;39(3):538-54; Ferenci P, Czionkowska A, Litwin T, et al. Wilson disease:
diagnostic scoring system and its validation. Nat Rev Dis Primers. 2018;4:21.
https.//doi.org/10.1038/s41572-018-0018-3]

Jlenuu3bki  Kputepii CcxBaJieHI g JlarHoctukn  XB  y o mitedt i
MPOJICMOHCTPYBAJIM BUCOKY TOYHICTh. Y PETPOCHEKTHBHOMY aHamizli 142 miteit 13
3aXBOPIOBaHHAMM TeuiHku y Benukiit bpuranii, 53 3 skux manu XB, 3acrocyBaHHs
JleMnuu3bKuX KpUTEPIiB MPOJEMOHCTPYBAJIO BHCOKY IIO3UTUBHY Ta HETaTUBHY
IPOrHOCTHYHY IiHHICTE 95% Ta 99% Bigmosimuo.®” IlomiOwi pesymbrath Oyiam
orpumani B Irtamii y 40 nireit 3 nerkoto ¢dopmoro XB Ta 58 nitedt 3 1HIIUMHU
3aXBOPIOBAHHSMHM I€UYIHKH, 3 MIO3UTUBHOIO T4 HETATHBHOIO MPOTHOCTUYHOIO IIHHICTIO
93% Tta 92% Bignosiguo.’! TuM He MeHmI, Bamigalis y KOroprax IOPOCIHMX HE
IPOBOIMIIACS.

B octanni poku 0ys0 po3po0ieHo KiIbKa TECTIB Jisi BUMIPIOBAHHS HE 3B'S3aHOT
3 epyJIOTIa3MIHOM MiJil JIJIsl TIarHOCTUKH Ta MOHITOpUHTY XB. 3HauHOrO nporpecy y
JIarHOCTHIlI OYJI0 JOCATHYTO 3aBJISKU BIPOBADKEHHIO IPIMOTO BH3HAYCHHS «BUIBHOT
Mini» abo o6minHOi Mixi.3** Merongonoris BumiproBanHs 0OMiHHOI Mifi B IIIa3Mi KPOBi
32 JOMOMOror  yiabTpadinbTpaiii B  MOEAHAHHI 3  aTOMHO-aOCOPOIIHHOIO
crieKTpoMeTpiero Oyina omyosikoBana y 2009 porii Ta 3acTocoBaHa J0 30pOBUX 0Ci0
IS BCTAHOBJICHHS Jialla30HIB pe(pepEeHTHHX 3HaueHb. "’ Byllo moka3aHo, 0 NOKa3HUK
BOM, mo BianoBija€ CIIBBIIHOIIEHHIO MDK OOMIHHOIO MIIJIIO Ta 3arajbHOIO
CHUPOBAaTKOBOIO MIJJIO, JO3BOJISIE JlarHOCTYBaTH XB 3 BHCOKOIO YYTIUBICTIO Ta
crienudpignicTIO, 611M3bK010 10 100%, KONy Horo 3Ha4YeHHs CTaHOBHUTH >18,5%.! BOM
TAKOX JIO3BOJISIE BiIpi3HATH XB Bim I1HIIMX 3aXBOPIOBaHb II€UIHKH, 30KpeMa
CTEaTOTenaTUuTy, TOB’SA3aHOT0 3 METa0OJIYHOW AUCHYHKINEID, Ta ayTOIMyHHOTO
renatuty.’? Hapemri, BusHaueHHs BOM TakoX CyTTEBO Bilpi3HS€ T€TEPO3UTOTHHX
HociiB ATP7B Tta oci6 6e3 myramiii ATP7B Bin mamientiB i3 XB npu moporoBomy
sHaueHHi 15%,” i ToMy € ay’Ke KOPUCHHMM s CiMEHHOro CKpuHiHry Ha XB.

3HaueHHs OOMIHHOT Mifll CIIYT'ye€ MapKepOM IM03aleyiHKOBOTO Ypa)KEHHS Ta HOro
TSOKKOCTI. 3HaueHHs >2,08 MKMOIB/T CBITYUTH MPO YPAKEHHS POTIBKH Ta MO3KY
(ayTnuBicTh 86%, cieudiaHicTs 94%), Ta PO Te, M0 3aXBOPIOBAHHS Oy/e KITHIYHO
Ta PaMioNOri9HO OLIBII BaXKKUM 31 3pOCTAHHSAM 3HadeHb.”* AHaii3 Ha OOMIHHY Minb
JOCTYIIHUHM /I PYTUHHOTO KIiHIYHOTO BuUkopuctanHs y ®panmii, Icnanii, Jlanii ta
[anii Ta mo3Bomsie po3paxyBatu BOM. Pesynbraty 3 @paniii Oynu miATBEpIKEHI B
IHIIIOMY JOCTIHKeHHI1, TpoBeieHoMy B Icmanii, e 3Hauennss BOM Oymu Hikue 15% B
ycix oci0 3 KOHTponbHOi rpynu Ta >14% B ycix mamienTiB i3 XB.”> Anomanbauii
pesynbrar BOM cBimunTh Mpo HEOOXIAHICTH HEraitHOTO TIOYATKY XEJIaTHOI Teparnii, 10
OCTaTOYHOTO TMiATBEPPKCHHS 11arHO3y 3a JOMOMOTOI0 MOJICKYJSPHO-TEHETHYHOTO
nocmikeHas reHa ATP7B. BOM Moxe OyTH BUKOpHUCTaHUH, SIK JOJATKOBUN TECT JI0
JleMnmu3bKoi CHCTeMH OIIHIOBAHHS Ta MOKE JIOMMOMOTTH BCTAHOBUTH J1arHo3.

JlonaTKoB1 TOCHIIKEHHSI MOKYTh JJOTIOMOTTH MiJITBEPIUTH J1arHO3 Ta OCOOJIMBO
omucaTu CYOKJIIHIYHE Ypa)KeHHs ToJ0oBHOTO MO3Ky. MPT romnoBHOro Mo3ky Mmoxe
OTIOCEPEKOBAHO BHSBISATH TMEPEBAHTAXKEHHS MIJII0 Ta 3alli30M, 30KpeMa 3a
nonomororo nocininoBHocteir T2/FLAIR ta T2*/SWI. V wmaiiGyrabomy MPT moxe
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CTaTH CTAHIAPTH30BAHMM HEIiHBa3MBHUM IHCTPYMEHTOM JUIS BHUSBICHHS MiIHOTO
IIepEBaHTAXEHHA B opraax.”®?’

HAkozo noemannozo OiazHocmMU4HO20 RIOX00y Cli0 OOMPUMYEAMUCH Y
oopocaux nayicumie 3 nioo3poro na XB 3 nepeeasricno mHesponociunumu/
HeliponcuxiuHumu nposagamu?

Pexomenpamii

e Cnig mpoBeCTH CKPUHIHT HA MOPYLIEHHS META00I13My MiJli (SIK BA3HAYEHHS PI1BHS
HepyJIomia3MiHy B CHUpPOBATIIl KpOBi, Tak 1 0a30Boi J000BOi eKCKperii Midl 3
ceyero) Ta HasBHICTH Kinenp Kaitzepa-Oneiiepa. 3a MOKIUBICTIO TaKOX CIiJ
MIPOBECTH BU3HAYCHHS BIIHOCHOI OOMIHHOT MiJli B CHpOBaTIl KpPOB1 (piseHd
00Ka3zo060cmi 2, CulbHaA PEKOMEHOAUis, CUIbHUL KOHCEHCYC).

e MPT ronoBHOrO MO3KYy PEKOMEHIYEThCS y BCIX MAII€HTIB JJisi BUSBICHHS
BOTHUII] ypa)KeHHs, 0COOJIMBO Y 0a3albHUX TaHTIIAX, TalaMyCl, CTOBOYP1 MO3KY
Ta MO30YKY. (piéeHb 00Ka3zo8ocmi 2, cuivbHa peKkoMeHoauisa, CUAbHULL
KOHceHcyc).

e HeoOXiZHO OLIHUTH CTaH TEYIHKKM 3a JOMOMOTOI0 JAa0OpAaTOPHUX TECTIB,
Bi3yastizallii Ta HEIHBa3UBHUX METOJIB OILIIHKK (DIOpO3y (pieenv dokazoseocmi 2,
CUNIbHA PEKOMEHOAUIA, CUTbHUIL KOHCEHCYC).

e (dapMakoJIOTiYHE JIKYBaHHS CJiJ PO3MOYaTH IiCIs TOro, SK JiarHo3 Oyje
nigTBep/uKeHo  JIeMnIu3pKow IMIKanow (pisens oOokazoeocmi 2, cuibHa
PpeKomeHnoayis, CUnbHUIl KOHCEHCYC).

e Jlns miaTBEepKEHHS A1arHO3Y CJIII MPOBECTH reHeTnuHui anani3 ATP7B, mo, y
CBOIO Yepry, MOXKe JO3BOJIMTH TPOBEICHHS CIMEHHOTO CKPHUHIHTY (piéeHb
00Ka3080CMmi 2, CUIbHA PEKOMEHOAUiA, CUTbHUI KOHCEHCYC).

XB crmig mimo3proBaTH y JOPOCIAUX TAIIEHTIB 13 HEBPOJOTiYHUMHU abo
HEHPONICUXIYHUMHU  po3iajgamMu  (HampuKIaJ, eceHIlaJbHUK TpeMop, XBopoba
[TapkincoHa, yci TUNM JOHCTOHIM, CHIHOIEPEOCIUIApHA aTakcCis) HE3aJIekKHO BiJ
HAsSIBHOCT1 3aXBOPIOBAHHS ITCUIHKH.

Jlokamizarisi BinmkiIaneHHs Mini B Mo3Ky mpu XB Bapiroe, 1o MpuU3BOAUTH 10
pI3HOMAHITHUX HEBPOJIOTIYHMX Ta Heiponcuxignux cumnToMis.’® YacTo ypaxkaroTbes
0a3apHI TaHTIIIi Ta MO30YOK, 1110 TPU3BOAUTH JI0 PI3HOMAHITHUX PYXOBHUX PO3JadiB Ta
3MIH y TOBEJIHII. TakuM YMHOM, HEBPOJOTIYHI Ta MCHXIYHI MPOSBH PI3HOMAHITHI
(Tabn. 3). 3a3Buuail OJTHOYACHO CIOCTEPITralOTHCA 3MIHHM TEUYIHKH PI3HOTO CTYMEHS
TSKKOCTI. OCKITBKM 3aXBOPIOBAHHS TIEYIHKA MOXe OyTH O€3CHMITOMHUM — HOTO
MOXYTh TiporrycTuTH. CruieHoMeraiiss Ta/abo HU3bKHI PIBEHb TPOMOOITUTIB MOXKYTh
OyTH O3HAKOI TMPO3y Ta TMOPTAIBHOI TimepreH3ii y 1mux mnamieHTiB. [licms
BCTAHOBJICHHS J1iarHO3y XB rematosior moBWHEH MEPEeBIPUTH HASBHICTH Ta TSKKICThH
}i6po3y neuinku.”®

Uum OulbII BUpaXEH1 HEBPOJOTTYHI/HEUPONCUXIYHI pO3Naaud, TUM Oulblia
WMOBIpHICTh BHsBICHHS Kuienb Kaizepa-Oneitimepa. Y aeskuxX BHUIAIKaX BOHU
MOXYTh OyTH MOMITHI HaBITh 0€3 0OCTEKEHHS MUIMHHOW Jammnor. MPT ronosHoro
MO3KYy Ma€ BHUSIBUTU MaTOJIOT1I0, OCOOJMBO TINEPIHTEHCUBHICTh Ha T2-3Ba)keHUX
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300pakeHHaX FLAIR y 6a3zanbHUX raHriisx, Taramyci, CEpeIHbOMY MO3KY, MOCTY Ta
M0304Ky. Tak 3BaHe «0011YYs IraHTChKOI NaHAM» B CEPEJHBOMY MO3KY 3YCTPIYAETHCS
npu6an3Ho y 20% nanieHTis i3 XB 3 HEBPOIOriYHMMM CUMOTOMAaMH.

[Ticns BcTaHOBNEHHS AlarHo3y XB ciif mpoBecT HEHPOINCUXIATPUYHY OLIIHKY.
CtyniHp HEBpOJIOTIYHMX Ta HEHUPONCUXIYHUX CHUMIITOMIB MOKHA OILIIHUTH 32
nonomororo YHidikoBaHoi mkanu omiHku XB (UWDRS) a6o I'mobanbHOi mikamu
ominkr XB.'" Yum kopoTima TpuBadicTh HEBPOJOTiYHMX CHMOTOMIB, TUM OibIi
[IaHCH Ha 3HAYHE MOKPAILIEHHS CUMNTOMIB Ta (YHKLIOHAJbHOTO cTaHy. IlediHkoBi
npoOM B MeXax HOPMU HE BHUKIIOYAIOTh HASBHOCTI YpPa)XE€HHS TMEYIHKU MpU
HEBPOJIOT1YHUX MposiBax XB.

Axuit noemannuit diaznocmuunuil nioxio ciid 3acmocogyeamu y oimeil 3
nioo3zpow na XB?

Pexomenmamii

o [lepmmm kpokoM Mae OyTH CKPUHIHT TOpPYIIEHb OOMIHY MiJi, BKJIIOYAIOUU
BU3HAYCHHS PIBHS IIEPYJIOIUIa3MiHy B CHPOBATIll KpOBI Ta 0a30BOi 1000BOT
EKCKpeIIii Mifli 3 cedero. 3a MOXIIMBOCTI JIOJaTKOBO PEKOMEHIY€EThCS BU3HAYCHHS
BIJTHOCHOiI OOMIHHOI Mi/i B CHPOBATIIl KPOBI (piéeHb O0okazoeocmi 2, cunvHa
PpeKomeHnoayis, CunbHUIl KOHCEHCYC).

e V Bcix maiteid BikoM moHaa 10 pOKIB CiIiJi aKTUBHO BUSBIATH THUIIOBI
1o3areyvinkoBi mposiBu XB, 30kpema kinbllg Kaitzepa—®dieiepa, HEBpOJIOTTIHI
cumnroMu Ta KymOc-HeraTuBHUN TeMolli3 (piéeHb Ookazoeocmi 3, cuibHa
PpeKomeHnoayis, CUIbHUIL KOHCEHCYC).

o dapmakooriuyHe JiKyBaHHS CJIiJ PO3IMOYUHATH IICIs MiATBEPKCHHS J11arHO3Yy
3a JIeMNIM3bKOI0 IIKAIOW (pieeHb OoKazoeocmi 3, CUNbHA PEKOMEHOAUis,
KOHCeHCyC).

e ['enernmune nociikeHHs reHa ATP7B ciig mpoBoauTH I TiATBEPIKEHHS
JiarHo3y, 110 TaKoX 3a0e3reuye MOXKJIMBICTh MMPOBEICHHS CIMEHHOT'O CKPUHIHTY
(pieenv dokazoeocmi 2, cunbHa peKoMeHOayisa, CUIbHUI KOHCEHCYC).

e V pa3i HEMOXJIMBOCTI MIATBEP/DKEHHS a00 BHUKIIOYCHHS J1arHO3Yy CIIiJ
NIPOBOAUTH KUIbKICHE BHW3HAYEHHS BMICTY MiAl B mMapeHxiMi NediHKu (y
nepepaxyHKy Ha CyXy Macy) (pieenv 0oxazoeocmi 2, cuibHa peKomeHoayis,
CUNbHUU KOHCEHCYC).

e VY niteii crapmoro BiKy (>10 pokiB), HaBiTh 3a BIACYTHOCTI CHMIITOMIB, Y
BUTIAJKY BCTAHOBJIIEHHS JiarHO3y ciin BUKOHyBaTH MPT romoBHOTO MO3KY 3
METOI0 OIIHKUA TOMIMPEHOCTI YpaKeHHsS (pieeHb Ookazoeocmi 4, cunvHa
PeKomenoayis, KOHCEHCYC).

Sx 1y mopocnux, XB y AiTeit € KOMIJIEKCHUM J1arHO30M, OJTHAK iICHYIOTh CYTTEBI
BIZIMIHHOCTI 11010 CTYTICHs] HAKOIMMYEHHS M1/l Ta Ypa)KeHHS OpraHiB, a OTXKE, 1 B TeCTaxX
Ha Metabonizm migi.'®! Jliarnos XB Moske 6yTH BCTaHOBJIEHHH y JiiTel BikoM >1 poky
IpU  BUMAJAKOBOMY BHSBIEHHI CTIHKOrO MIJABUILEHHS PpPIBHA TpaHCaMIiHA3,
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refnaToMeranii, FnepexoreHHOCT1 MEeYIHKH, rocTporo renatuty ax Ao ['TIH, npu upbomy
CHMIITOMH PiZIKO BUHHKAIOTh 110 5 pokiB,*+102-106

VY nmiteid Ta MOJIOAMX JIOACH O3HAKM ayTOIMYHHOTO TEHaTHUTy MOXYTh OyTH
BUsiBJIeHI npu XB, ockinbku 10 28% miteit 13 XB AeMOHCTPYIOTh 3HAYHO MiABUIIEH1
tutpu (1:160) aHTHHyKJIEapHUX ayTOaHTUTUI B cupoBatui kposi. Kpim Toro,
MOBITOMJISITIOCS 1IOJI0 BUSIBJICHHSI 1HIIUX ayTOAHTUTLUI, TAKUX SIK aHTUTUIA J0 TJIAJIKUX
M'131B Ta MIKpPOCOMaJIbHI ayTOAHTUTLIIA TIEYIHKK Ta HUPOK Ta/ a00 MIJBUIICHUIN PIBEHb
[G. 107111

VY niTell 3 MiABUIIEHUM piBHEM TpaHCaMiHa3, )KUPOBOIO TUCTPO(Di€r0 MEYIHKH Ta
HasIBHICTIO HAJMIPHO1 Baru/0>KUpIHHA, Mepes] BCTaHOBIEHHSM naiarHo3y MASLD cnin
BUKTIOYNTH XB. !

Bucokuii iHAEKC TiT03pW 3aJUIIAETHCS OCHOBOKO MPABWIBHOIT i1MeHTHU(IKAIT
3aXBOPIOBAHHS IMEYIHKH Y JiTeH, COPHUYMHEHOTO XB, BOJHOYAC MOXKJIMBI KOHKYPYOUi
J1arHO3M, SIK1 CJ1J] TAKOXK po3risiiaTi. HeBposioriuHi CUMIITOMU Yy A1TEH 3yCTplyaroThCs
HabaraTo piamie, HiK y gopociux. OnnHak, y 4-6% niteit 3 nediHkoBUMH mposiBamMu X B
Ha MOMCHT BCTAHOBJICHHS JIarHO3Y CITOCTEPIraloThCsl HEBPOJIOTIUHI PO3JIaJ i, TOMII K Yy
NEBHOT YACTUHU JITe HEBPOJIOTTUHI MPOOIEeMH MOXKYTh 3JIUIIATUCS HEPO3IMI3HAHUMU
Ta 3’ABIATHCS Ii3HiNIE, B JUTHHCTBI Ta roHanbkoMy Bimi.*>''»11% 33 pagsnocri,
HEBPOJIOTIYHI CHMIITOMH, 3a3BHYail, € OUIBII M’ IKMMHU Ta HEJIOCTATHHO OMTMCAHUMH, 1 B
OCHOBHOMY TIPOSIBJIIFOTBCS JISJIb TIOMITHHUM TPEMOPOM, aTaKCi€l Ta JU3apPTPI€r0, TOMI1
K BHPaXeHa IMCTOHIs TpamuseThes pinko.''* IMopyienHs ncuxiku, a came posjanu
HACTPOIO 3 JIEMIPECi€l0 Ta TPUBOrOIO OMHUCAHI Yy JIWUTSIYid BIKOBIM Tpymi, aie ix
nomupeHicTs Hes’scopana.!! [ToBimoOMIIIIOCH PO HU3BKY YCHINIHICTH y HABYAHHI Ta
JIETKI KOTHITUBHI TIOPYIIEHHS cepej JIiTed Ta Moyoaux jrofer 13 XB, mo 3yMoBioe
HEOOXIJTHICTh CIIEIiaTi30BaHOTO IMAXOAY 10 BEICHHS, pealuriTaiii Ta opraxizamii
epexoay NaLieHTIiB 10 JOPOCIOi CIYKOU OXOPOHH 310poB 5. 16

HeBponoriuna ominka XB y nitedd Mae BKIIOYATH SK KIiHIYHE, TakK 1
iHCTpyMeHTanbHe obOctexkeHHs. MPT moke BusiBUTH 3MiHU y nited i3 XB HaBiTh 3a
Bi/ICYyTHOCTI HEBPOJIOTIYHHX CUMIITOMIB — Ta MiATBepAUTH Aiarnos.!'” 3 inmoro Goky,
MarHiTHO-pe30HaHCcHa criekTpockomnis (MPC) mae OubITy 4yTIUBICTD Y BUSBICHHI 3MiH
y JKUTTE3/IATHOCTI HEUPOHIB/aKCOHIB, META0OII3MYy Ta CTaHy MEMOpPAH HaBiTh y JiTeH
0€3 SIBHUX HEBPOIOTIYHHMX ypaKeHb. '8

[Tpu npusnauenni MPT a6o MPC 3 giarHOCTUYHOIO METOIO CJiJi BpaxOBYBaTu
HEOOXITHICTh cenmaiii abo 3arajdbHOi aHecTe3li Ta OYiKyBaHy JOJATKOBY BapTICTh
obcrexxenns. OmHak, cemaiist MOKe 3HaJOOUTHUCS JIHIIE MaJICHLKUM MITIM BiKOM <6
POKIB, KOJIM HEBPOJIOTIYHI CHMIITOMHU HE CrocTepiratroThes, adbo mamieHntam 3 ['TIH ta
eHredanonariero, Koau pimeHas moao npoBeAaeHHs TII rpyHTyeThCs mepeBa)xHO Ha
KIIIHIYHUX Ta Ta0OpaTOPHUX O3HAKAX.

[lomo mertabomi3mMy Mifi, BUSHAYCHHS, SK KOHIEHTpAIlll HEpyJOIia3MiHy B
CUPOBATIII KPOBI, TaK 1 JOOOBOI €KCKpEIii Mifi 3 CEUCI0 PEKOMEHYEThCS, SIK TIEPIINNA
Kpok 10 miarHoctuku XB y aiteit. [loporoe 3HaueHHs nepynomiazMiny <20 mr/ai
BBAXKACTHCA OPICHTOBHMM y niteil,®! 3Baxkaroum Ha Te, IO YaCTHHA MALIEHTIB 3
OiaeNbHUMHU MiCCEHC-MYTalliIMHU MOYKE JEMOHCTPYBATH BHILI KOHIeHTpaii, 8283119

XUOHOIMO3UTUBHI PE3yJIbTATH MOXKYTh CIOCTEPIraTHCs y JITEH 3 MEUYIHKOBOIO
HEJIOCTATHICTIO Ta MOXYTh BUHUKATH y BHITAJIKY PiIKICHUX 3aXBOPIOBAaHb, TAaKHX SK
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BpPO/KEH1 TMOPYIICHHS TIIKO3WIIOBaHHA, XBopoOa Menkeca, cunapom MEDNIK,
cuaapom Huppke-Brendel, anepynonnasminemis, abo X depe3 MaibaOCOpOLiO,
HEIOCTaTHICTh XapuyBaHHs, BTpaTax a0o aedimuri Ginka.8!120-123

JloOoBa ekckpenis Mijl 3 ceuero 31e0UTbIIOro BiqoOpa)xae BIKOBE HAKOIMUYEHHS
M1, a i1 1IarHOCTUYHA TOYHICTh 3 MOPOTOBUM 3HAUYCHHAM JjIst Jopociux (>100 Mkr/Ha
100y abo >1,6 MKkMosib/Ha 100y) Ma€ HUKYY UYTIUBICTH, SIK TECT MEPIIOrO piBHA. Y
JiTel 3 Jerkum/0e3cuMnToMHUM nepedirom XB (miBHILEHHS piBHS TpaHCaMiHa3 Ta
KUpoBa AUCTpodisd NEUiHKH, 3/0€3 remaromeraiii) HUKHE MOpPOroBe 3HaueHHs >40
Mkr/Ha 100y (>0,65 MkMmosib/Ha 1100y) MNPOAEMOHCTPYBAIO Kpally IJlarHOCTUYHY
TOYHICTB, 3 YYTAUBICTIO 78,9% Ta crnienudiunictio 87,9%.%!

Komenmap pobouoi 2pynu: 3a3unaueni pioKiCHI 3ax80pre6aHHs (Xeopoba
Menxeca, cunopom MEDNIK, cunopom Huppke-Brendel, epoodoiceni nopywenus
2NIKO3UNIO8AHHS, AyepYIONIA3MIHeMIs) MAOMb 2eHeMUYHy NpUpooy ma NJue Ha 0OMiH
Mioi abo oinka. Cunopom MEDNIK — piokicue 3axe0pio8antsi, no8 ‘sa3ame 3 NOPYULeHHAM
0OMiHYy MiOi, wo Haeadye xe0poby Menkeca ma xeopoby Binvcona, nazea ¢
abpesiamyporo  maxkux  oswax. M —  Mental retardation  (keeHimueHi
nopyuwenHs/3ampumka pozeumxy), E — Enteropathy (emmeponamis); D — Deafness
(enyxoma/npuenyxysamicms), N — Neuropathy (netiponamis), I — Ichthyosis (ixmio3);
K — Keratoderma (kepamooepmis).

V eunaokax nioospu na yi 3ax80pr08aHHs MONEKYIAPHO-CEHEeMUYHe MeCH)8aAHHSL
nposoosims 3 Memow oughepenyivnoi Oiacnocmuxu 6i0 XB, ocobauso npu
XUOHONOZUMUBHUX pPe3yIbmamax CmaHoapmuux 1abopamopHux mecmie. /liaznocmuka
MaKoxdC BKIOYAE OYIHKY KAIHIYHUX npossie. Jlikysanus npu XB € cneyughiuvnum i ne
Modice Oymu a8mMoMamuyHo nepeneceto Ha inui Miob-acoyitiosani cmanu. Ilpu xeopooi
Menkeca 3acmocogyemvcs 3amicna mepanis Mio0 3 PAHHIM NOYAMKOM, NPU CUHOPOMI
MEDNIK — xenamomepanisa abo YuHK i3 KOHMPOIEM He8PONI02IYHUX NpOSBIs, Npu
cunopomi  Huppke-Brendel ma 6poooicenux nopyweHnsx 2niko3umo8auHs —
cuMnmomMamuyre ma NiOmpumyroye NiKy8anHs, a Npu ayepyioniazmiHemii Moxciuge
3acmocysamnus 3amicHoi mepanii yepyroniazminom. Jlikapsm cnio eépaxosysamu yi
BIOMIHHOCMI Npu 6UOOPI MAKMUKU JIKVBAHHA NICAA NIOMBEPOI*CeHHS OiacHO3).
[Kodama H, Fujisawa C, Bhadhprasit W. Inherited copper transport disorders:
biochemical mechanisms, diagnosis, and treatment. Curr Drug Metab. 2012
Mar;13(3):237-50. doi: 10.2174/138920012799320455].

[Tpo6a 3 HaBaHTaXeHHSIM D-NeHIMIaMiHOM Ma€ HU3bKY JIarHOCTUYHY TOYHICTh
y 6e3cumnToMHUX AiTed (4yTnuBicTh 12%, crenmdivnicts 46%) mpu BCTAHOBICHOMY
JTIarHOCTUYHOMY TIOPOTOBOMY 3HadeHHi 1,575 Mkr/Ha mo0y (25 MkMonb/Ha 1100Y).
AnbTepHATUBHE TOPOTOBE 3HAYEHHS — I STUKPATHE TEPEBUINEHHS BEPXHBOI MEXKI
HOpMH JTst 0a3aIbHOI eKCKpetii miai 13 ceuero (200 mkr/Ha 100y; 3,2 MKMOJIB/HA 100Y)
— TIJABUINYE YYTIUBICTh 10 88%, OMHAK CYMPOBOKYETHCS 3HAYHUM 3HUKCHHSIM
crieniudigrocTi (24,1%). OTxe, npoOy 3 HaBaHTAXXEHHAM D-NEHINMIAMIHOM HE CIiJ
PYTUHHO 3aCTOCOBYBaTM Yy JIT€d 13 JIETKUM ypaKeHHSIM Te4YiHKU. PiBeHb
LepyJI0TUIa3MiHy CHPOBATKU Ta JO0OOBY E€KCKpPEII0 Mil 3 CEUCI0 MaloTh OOMEKEHY
JiarHOCTUYHY LiHHICTh y aiteit 3 T'TIH,'?* mo po3risHyTo B OKpeMOMY PO3Iii.
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Busnauenns BOM, 110 Hapa3i € MaJIOAOCTYITHUM, € 1]1€aTbHUM JOMOBHEHHSAM J10
BU3HAYEHHSI 1IEPYJIOIIa3MIHY CHPOBATKH Ta JOOOBOI EKCKPELlii Mi/ll 3 CEUCI0 Y BUMAJIKY
oOcTexxeHHs aiTeit 3 mino3poro Ha XB. YV 1B0X BeNMUKUX JOCTIIKEHHAX TUITY «BUIAI0K-
KOHTPOJIbY, Y SKUX Opanu ydacth aiTu 3 BOM >18,5% maB uytnusicts 79-100% Tta
cnenudiynicte 100% 7151 po3pizHEeHHs NallieHTIB 13 XB Bim 370poBUX MAIlI€HTIB 3
KOHTPOJIHUX TPYN Ta MAI[I€EHTIB 3 HEBUILCOHIBCHKOIO XBOPOOOIO MEYiHKH, 1 HA HHOTO
HE BIUIMBAaB HHU3bKUN pIBEHb LEPYJIOIUIa3MiHy, LIO0 CIOCTEpIraeThcsa y ocid 3
upo3om. %

VY nutuHM 3 nigo3poro Ha XB Ta HU3bKUM piBHEM LEPYIOIIa3MiHy Y CHPOBATII],
71000Ba EKCKpeEIIist MiJll 3 CeUet0 MOXKEe HAJIaTH JOCTATHIN JI0Ka3 HASBHOCTI XBOPOOU JJIst
HETaiHOTO TII0YaTKy JIKYBaHHA B OYIKYBaHHI MiATBEPPKYIOUOTO TE€HETHYHOTO
TECTyBaHHS. Y BHUNAJAKY, SKIIO [IarHO3 3aJUMIIA€TbCSI HEBU3HAYEHUM  ITICIIS
IFeHEeTUYHOTO TECTYBaHHs, ab0 y pa3i HOro HeIOCTYNMHOCTI, ab0 TPUBAJIOrO Yacy
00po0OKH, a00 KOKHOTO pa3y KOJU O10MCisl MeYIHKH BUKOHYETHCS 3 KITHIYHUX TPUYMH,
CJIJl MPOBECTH KUIbKICHE BHU3HAYEHHS BMICTY MiJi B TIEYIHIIl 4Yepe3 HOro BHUCOKY
YYTIUBICTh Ta CHEUPIYHICTb.

Jleinmu3bka 1IKaga peKOMEHAY€ETbCS A0 BUKOPUCTAHHS 3 METOIO JIarHOCTUKH Y
JITe, OCKIIbKM BOHA TOKa3ajga [yXe€ BHCOKY TOYHICTh Y JIBOX KOTOPTHHX
JIOCIIIPKEHHSX.

Axuit diacnocmuynuil nioxio cnio eukopucmosgysamu 011 oiaznocmuku XB y
nauyienmie 3 I'lTH?

Pexomenmamii

e CkpuHiHr Ha XB cnig mpoBOIUTH yCIM JOPOCIWM TMAIliEHTaM Ta JITSIM BIKOM
noHan 4 poxku 3 ITIH (pieens ooxazoeocmi 3, cunvna pexomenoauis,
KOHCEHCYC).

e Cmin aktuBHO BUABIATH KymOc-HeraTuBHHMM remodi3, Kunblsg Kaiizepa—
dneitimepa  Ta  HEBPOJIOTIYHI  CHMIITOMH, XapakTepHi a1 XB, sk
BHUCOKOCTICIIM(DIYHI O3HAKU 3aXBOPIOBAHHS (piéeHb O0o0Kazoeocmi 3, CUIbHA
PpeKomeHnoayia, CUnbHUN KOHCEHCYC).

e 3a HagBHOCTI MOXKJIMBOCTEH MOXe OyTH BUKOHaHe Bu3HaueHHs: BOM B cupoBariii
KpOBI (piéeHb 0okazoeocmi 4, cnadka pekomenoauis, CUiIbHUIl KOHCEHCYC).

e 3a MOXJIMBOCTI MJis MIATBEPIKCHHsS JlarHO3y MOe BUKOHyBatucs MPT
TOJIOBHOTO MO3KY (piéeHb Ookazoeocmi 4, cnadka pekomeHOauis, CUIbHUL
KOHCeHCyC).

e [‘enernune nociimkenns rena ATP7B ciin BUKOHYBaTH SIKOMOTa paHilie, OJJHaK
BOHO HE € 000B’SI3KOBOIO YMOBOIO JIUIS MIOYATKY JIIKYBaHHS (pieeHb 00Kaz080cmi
2, cunbHa peKomeHoayisn, CUnIbHUIL KOHCEHCYC).

Haiitsxunm nedinkoBum nposisoM XB e I'TIH (panime Bioma sik ¢pyJibMiHaHTHA
XB). Osnakamu, mo BkazywoTh Ha ['TIH, cnpuunneny XB, € remoni3 3 HeraTUBHUM
tectoM KymOca, HEBIJMOBIIHICTh MIX BHCOKMMH piBHsIMU Outipyoiny ta MHO
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MOPIBHIHO 3 BIAHOCHO He3Ha4yHUM NiaBuIeHHAM piBHSI AJIT/ACT, 3HMKEHHS TyKHOI
docdarasu (JID) Ta HassHicTs kinens Kaiizepa-Dieitmepa, 04125126

AneMig ab0 HeNMpPONOPLIHHO BUCOKHUM piBeHb OUIIpyOiHy € TunoBumu aius I'TIH,
cnprannenoi XB!21277130 nopynni conykary 10 mogansIoro 00CTEKEHHS Ha TEMOJTI3
13 MIAPaXyHKOM PETHUKYJOIMUTIB, MPOBEIECHHSAM IMPSMOr0 aHTUIIIOOYJIIHOBOTO TECTY
(trecty Kym0ca) Ta BU3HaU€HHSM PiBHS ranTOrI00IHY.

Xoua Outipy6iH 3HauHo miasuienuit npu ['TIH npu XB, piBHiI amiHoTpaHcdepas
y CHUpPOBATIll KpPOB1 JIMIIIE TOMIPHO MiABUIIEHI (3a3BU4Yaii, MeHiie HDK y 10 pa3ziB
NEepPEeBUIIYIOTh HOPMY), a KoHueHTpamii JI® y cupoBarui KpoBi HOpMalibHI a0o0
HaA3BUYAHO HU3bKI. 2> 13!

Husbkuii piBens JI®, Hu3bke criBBigHOmIEeHHS JI® 10 3aranbHOro 6u1ipyoOiHy
(3b) a6o Bucoke cniiaHOmEeHHss ACT/AJIT Takok MarOTh MiABUIYBATH MI03PY Ha
XB. JlochimkeHHsl MOCHIIOBHO JE€MOHCTPYIOTh, 110 criBBigHomeHHss ACT/AJIT Ta
JI®/3b moxyTh ponomaratu nudepenuiroBatu ['TIH npu XB Bij 1HmMX eTionori,
OJTHAK JaHi PI3HATHCA MIOJO0 ONTHMAIbHUX MOPOTOBUX 3HAYCHHb 1 JIarHOCTHYHOI
3HAYYII[OCTI.

CuiBBigHomenns ACT/AJIT 3a3Buyait uiie npu ['TIH, o cnpuunnena XB, Hix
npu ['TIH 6e3 XB, a moporosi 3HaueHHS, 1110 BAKOPUCTOBYIOTHCS, — 11€ CITIBBITHOIIICHHS
ACT/AJT >2,2,12° >2,03,'% ta >21?% 3 uyryusicTro B miamazoni Big 62,5% 10 94% ta
cnerudiuHicTiO Big 69,6% 10 87%. Yepes TunoBo Hu3bkuil piBeHb JID y cupoBartili
KpoBi, criBBinHomeHHs JI®/3b 3azpuuait amxde npu ['TIH 13 XB, vk y Bunaaky I'TTH
6e3 XB.

[Toporose 3nauenns < 4 s BinHomenHs JI®/3b nemoncrpye uyrnusicts 94%
ta cnenudiunicts 96% maa I'TIH, cnpuumnnenoi XB!'% ane mokasano 3HaYHO HIKYY
TIarHOCTUYHY €(PEKTUBHICTD Y THITUX JTOCTIIHKEHHSAX (3 UYTIMBICTIO Ta CrIeU(IIHICTIO
66,7% Tta 100% npu moporosomy 3HadenHi <1,82!% ta 556% Tta 94,8% npu
IIOpOroBoMy 3HadeHHi <8,69.'%° BinmosimHO 10 IBOTO y HEIOJaBHEOMY MeTaaHawisi
IHAUBINYaTbHUX NaHUX neaiaTpuaHoi koroptu 3 ['TIH, cnipuunnenoo XB, 4yTiIuBICTh
3MIHEHHX CHIBBiJHOLIEHb, 3anponoHoBanux Korman Ta in.'?°) nana uyTnusicTs aume
71% (n = 81/114) Ta 52% (n = 76/146) nns cnisBinnomens JIO/3b <4,0 ta ACT/AJIT
>2.2, Bignosigno.'?® TlincymMoByroun, npuHAiMHI y JiTel, 1iarHOCTHYHA IIHHICTh X
CIIBBITHOIIICHb HMKYA, HIXK ITOBIIOMJISIIIOCS PaHIIIIe.

[Tompu TumoBI 03HaKH, 110 Bka3yoTh Ha XB npu ['TIH, niaraoctruka XB y oMy
KOHTEKCT1 € CKJIaIHOIO, OCKUIBKM CTaHJAPTHI JIarHOCTUYHI MapKepu OOMiHY Mifi
MalOTh HIKYY 9y TJIMBICTE 1 CIIenu(idHICTh, HIXK y HETOCTpUX cTaHax. 2128129

PiBerr Mimi B cHWpoBaTii KpoOBi, SAKWUH BimoOpakae, sK 3B's3aHy 3
[EPYIIOIIIa3MiHOM, TaK 1 HE3B'SI3aHY 3 MEPYyJIOTUIa3MIHOM Mijlb, 3a3BHYall HU3BKUN HA
MOMEHT BCTAHOBJIEHHsS JiarHO3y NpU HEroctpux mposieax XB, ame mnomiTHO
migBummeHnit  (3a3Buuaid >200 wmkr/mn) mpu I'TIH, cnpuumnenii XB, BHacimTok
BUBIILHEHHS Mili B pe3ylbTaTi TIeNaTOLEIIONAPHOTO MOIKomkeHHs. !> J[oOoBa
eKCKpellisd Mifli 3 cedero 3a3BUuaii 3HayHo migsumieHa. 2

Crig 3a3HaYUTH, 110 €KCKPEIist M1 3 C€U€I0 30UIBIIYETHCS MTPU 3aXBOPIOBAHHSX,
MOB’SI3aHUX 13 3HAYHUM TEMaTOLETIOSIPHUM HEKPO30M, TOMY MOXKJIMBE MEPEKPUTTS
noka3HukiB Mk ['TIH npu XB ta I'TIH 1Hmux etionoriid. Kinbis Kaiizepa-®neiimepa,
3a3Buyai, BiACYyTHI y 50% martieHTiB 13 XB, aje HenogaBHO MOBIIOMIISIOCS MIOA0 1X
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BUABJICHHS Y 74% mneniaTpuYHUX MALI€HTIB Y BEIMKOMY MIKHAPOJAHOMY KOTOPTHOMY
nocnimxenni girei i3 XB.!2® Tomy, xoua 06CTEKEHHS 3a JONOMOTOKO IILIMHHOT JTaMITU
MOXe OyTH CKJIaJIHUM Yy BIIJUICHHI 1IHTEHCHUBHOI Teparlii, HOro CiiJl BpaxOBYBAaTH Y
OyIp-SIKOrO TAalllEHTa 3 HE3'SICOBAHUM TOCTPUM YPAKEHHSIM a00 MEeYiHKOBOIO
HEJJOCTATHICTIO.

BusnauenHs uepynoriazMiHy B CHUPOBATLI KpPOBI, SIK OuUIKa rocTpoi a3z mpu
I'TIH Hukya, HIX y Mali€eHTa y CTaOUIbHOMY CTaHi, OCKUIBKM BiH MOXX€ OyTH JMIle
HE3HAYHO 3HIKEHUM a00 HaBiTh Ha HWXKHIA Mexi HopMu. Kpim toro, I'TIH iHmoi
€TI0JIOT1] MOXE MPOSBIIATUCS HU3bKUM PIBHEM LIEPYJIOIIa3MiHy B cupoBaTii KpoBi. Ha
OCHOBI MMPOCTIEKTUBHUX PEECTPOBUX JAHUX, IO BKIIOYAIOTH IOPOCIHX Ta AITEH, PiBESHb
HepyJomia3Miny B cupoBaTili KpoBi y nauieHTiB 3 I'TIH, cnpuunnenoro XB, OyB y
CepeIHbOMY JIMIIE HE3HAYHO 3HMKEHMH ab0 HAaBITh HAa HWKHIM Mexi HopMu.'?> Yepes
IIUPOKUN Jiana3oH piBHIB wnepyiomiasMminy npu ['TIH, cnpuuunenii abo He
cnpuunHeHii XB, BU3HAYeHHS Iepy/OIIa3MiHy Majo HU3bKY 4yTJIMBICTH 56% Ta
Hu3bKy crnemudiunicts 63%.'%° Ha BigMmiHy BiZ LBOr0 y pPETPOCHEKTHBHOMY
KOTOPTHOMY JIOCTIIKEHH1 y AiTel 0yJIo MoKa3aHo, 0 PiBHI HEPYIIOIIIa3MiHy CYTTEBO
BIIPI3HAIOTHCS MK maiientamu 3 XB Ta 6e3 XB y, 31 3HaYHO HUKYUMH 3HAUCHHSIMU
npu TTIH, copuumneniii XB'?° BignosigHo, y HemomaBHbOMY MeTaaHawisi
IHAUBINYaTbHUX JaHUX MaiieHTiB 3 koroptH aiter 3 ['TIH Buknmmkanoro XB (n = 256)
OyJ70 BUSIBJICHO, IO PIBEHb IEPYJIOMJIa3MiHy B CHPOBATIl KpOBI OyB HU3BKHUM, 3
cepenniM 3nauennsaM 0,11 r/n [IQR 0,067-0,160 r/n]'?¢ [TincyMoByrO4M, CKPUHIHT Ha
niarHo3 XB npu 'TTH 3 BUkopucTaHHSIM BUMIPIOBaHb IEPYJIOTUIA3MIHY € HEHAIIHHUM,
ajie Moke OyTu OUTBII HAIIMHUM y AITEH MOPIBHAHO 3 JOPOCIMMH TalllEHTaMH, X04a
IIPOCTIEKTUBHI JIaH1 MIOJ0 TOYHOCTI TECTy Ha IEPYyJOIJIa3MiH BUKJIIOYHO Yy HdiTel
BIJICYTHI.

Busznauennss BOM citijt mpoBOIUTH, SKIIIO BOHO TOCTYITHE, OCKUTBKH BOHO MOYXE
nonomortu BimpizauTd [TIH 3 XB Bim I'TIH me 3 XB. VY perpocnekTuBHOMY
nocmimkenni Spirea Ta in.'% y 31 mnamienta 3 giarmosom I'TIH (9 maniedTtis 3
nigTBepkeHoo XB, 22 3 I'TIH we 3 XB), BOM maB BHCOKY J1IarHOCTUYHY I[iHHICTD,
npuuomy yci mamientu 3 ['TIH ne 3 XB manu BOM <15%, a yci nanientu 3 ['TIH,
cupuunHeHoto XB, manu BOM >15%.

[TarieHTiB €111 OOCTEKUTH HA HASBHICTH HEBPOJIOTTYHUX CUMITOMIB, OCKUIBKH
HEBPOJIOT1YHI CUMOTOMH a00 O3HaKM MOXYTh BUHUKAaTH mapainensHo 3 ['TIH abo
3’ SIBISITHCS M1 Yac po3rsiay nuTaHHs moao TII. OnHak, BaxanBo qudepeHIiitoBaTu X
BiJl TPOSABIB NEYiHKOBOI eHIe(anonarii. Ockibku pe3ynbTatd MPT roioBHOTO MO3KYy,
o cBim4yaTh Mpo XB, MOXyTh OyTH MIarHOCTHYHO KOPUCHUMH, 32 MOXKIUBICTIO CIIi]T
npoBogutd MPT romoBHOro MO3Ky. [[nsi migTBEpIKEHHS IiarHO3Yy CHiJ MPOBECTH
reHetnunuii ananiz ATP7B. CmepthicTh 6e3 TII € BuCOKOI0, 0COOIMBO y JITEH, 1 JTHIIIE
11% miTeii qocATal0Th CIOHTAHHOTO BIKMBaHHS., 04126

Yu ¢ eumiprosanna emicmy Mioi ma 2icmonociune 00CHI0HCEHHA NeYiHKU
KOpUCHUM ma mOoYHuUmM 01 Oiacnocmuku XB y nauiecnmie 3 HeepoiociuHumu

cumnmomamu ma 6e3 Hux?

Pexomenpanii
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e  KinbKicHEe BU3HAUCHHS M1/l B MAPEHXIMI MeUiHKH (Y IEpEPaxyHKy Ha CyXy Macy
Oilonrary) peKOMEHAYETbCA y pa3i HEOOXIAHOCTI JUIsl MIarHOCTUYHUX LLIeH.
3naueHHs >250 MKI/T 3 BETUKOIO MMOBIPHICTIO BKa3ye Ha XB, oqHak notpedye
Tu(dEpeHIliiiHoT 11arHOCTUKK 3 XOJECTaTUYHUM 3aXBOPIOBAHHSIM TEUYIHKU
(pieenv 0okazoeocmi 2, cuibHa peKOMeHOauisa, CUnbHUN KOHCEHCYC).

e Xoya TICTOJIOTIYHE  JOCHIUKEHHS TEYIHKA HE Ma€  CHelu(pIYHUX
Mopdororiyaux o3Hak XB, Horo ¢ BAKOHYBAaTH 1110pa3y, KOJIW MPOBOIUTHCS
OlorcCist MEeYiHKU NIl KUIBKICHOTO BU3HAYCHHS Milll (pieeHb Ookazosocmi 3,
CUIbHA PEKOMEHOAUiA, CUTbHUI KOHCEHCYC).

e TicroximiuHe (apOyBaHHS Ha MiJb MOXE€ HE BHMKOHYBATHUCS, OCKUIBKM Mae
oOMEKeHy J1arHOCTUYHY LIHHICTh npu XB (pieenv doxazoeocmi 3, cnadoka
PpeKomeHnoayis, KOHCEeHcyc).

OCKUTbKY HAKOTIMYEHHSI MiJl1 B IEUIHI[l € XapaKTepHOIO 03HaKo10 XB, KibKiCHE
BU3HAYCHHS Mijl B TKAHWHI MEYIHKUA € METOJIOM BHOOpY IS AlarHOCTUKU XB, K110
IpOBOAUTHCS Oioncis nedinku. HopmanbHu# BMICT Mii CTaHOBUTH 15-55 MKT/T cyxoi
Macu nedinku.'*? V goruprox pocmimkennsx (1150 yuacHukis, 3 sxux 367 mamu XB)
OIIHIOBAJIM JIarHOCTHYHY I[IHHICTh KUIBKICHOTO BW3HAYEHHS MiJl B MEYIHIN IS
miaraoctukn XB.31133:134Y Ginpmrocti, ane ve B ycix Bunagkax XB, BMicT Mizi B medinii
OyB miaBUIIEHUNA >4 MKMOJB/T abo >250 wMkr/r cyxoi macu. YUyTIHMBICTH Ta
crienuigHICTh 3a BOTO MOPOTOBOTO 3HAYEHHsI KoJuBaiucs Bim 66% no 94% Tta Bix
52% 1o 99% BinmoBinHO. 3HMKEHHS TOpOry 3 4 MKMOJIB/T (250 MKI/T) cyXxoi Macu 110
1,2 mxMonb/T (75 MKI/T) cyXoi MacH MOKpauio yyTiuBicTs 3 83,3% mo 96,5%, Toxi
sk crnenuiudicTs 3amMmanacs npuiinatHor  (95,4% mpotn  98,6%).1% Y
IPOCTIEKTUBHOMY  JTOCTIPKEHHI B KHUTAWCHKIA TMOMYJAIIl MOBIAOMIISIIOCS, IO
3,3 MkMOnB/T (209 MKI/T) CyXOi Macu € ONTUMAaJbHUM ITOPOTOBUM 3HAYCHHSM IS
miargoctuky. 3V oMy ocranHbOMY HoCHiKeHH] y 23% manienTis 6e3 XB BMicT Mifi
B MediHIll OyB >75 MKI/T cyxoi Macu. BakiuBo, 110 BMICT MiJli B IEYiHIII TAKOXK MOXE
OyTM 3HAaYHO IIJBUIICHUN TPU TPUBATUX XOJIECTATUYHHMX po3liagax. bim3bko
MOJIOBUHU TAI[IEHTIB 3 TIEPBUHHUM OUTIApHUM  XOJIAHTITOM Ta IEPBUHHUM
CKJICPO3YIOUHUM XOJIAHTITOM y KUTAaHCHKOMY JTOCITIIPKCHH] MaJIM BMICT MiJIi B ITediHIIi >4
MKMOJIB/T (>250 Mkr/r).** Opmak, OCKiIbKM KIiHiYHA KapTHHA y LUX IALICHTIB
BiIPI3HAETHCS BiJ KIIIHIYHOI KAPTUHU MaIi€HTIB 13 XB, BMICT Mifi Ha piBHI 4 MKMOJIB/T
(250 MKI/T) BBaXKaeThes HaliKpamuM 0ioxiMiuauM nokazom XB.”

bionrtaty mediHku, OTpUMaH1 JUIS KUTBKICHOTO BHU3HAYCHHS BMICTY MiJli B
MIeYIHII, CJIJT HAJCWIATH JO JJabopaTopii SK TakK 3BaHiI «Cyxi OiomTaThy, IO O3HAYAE
HeraifHe MOMINIeHHs 010TICIHHOTO IMITIHAPA B TOPOKHINA KOHTEHHED, BUTbHUH BiJ Mii.
JlonmaTkoBi 3ax0au 00poOKH, 30KpeMa ¢ikcallisi TKAHWHH MUISTXOM 3aMOPOKYBaHHS a00
BUKOPHUCTAHHS XIMIYHUX PO3YMHIB, IO MOMEHTY BUMIPIOBaHHS HE MOTPiOHI. Y 3B’ 53Ky
3 HEPIBHOMIPHUM PO3IMOALIOM Mijli B TKAHWHI NIeYiHKH TIpu XB, «307I0THI cTaHIapT»
KUIBKICHOTO BU3HAUYEHHS MI1J1 B IIEYIHI]l MOYKE JaBaTH XMOHOHETATHBHI pe3YJ'IBTaTI/I.136
JI7s miaABUINIEHHS] HAAIMHOCT1 KIJTBKICHOTO BU3HAYCHHS M1J11 B IIEYIHIII CJT1JT aHAII3yBaTH
noHaiMeHmre 1 Mr cyxoi TKaHWHHU TEYIHKW.'** BakIMBO, 110 BUKOHAHHS JIPYTroro
610mCiiHOTO 3200y (10/IaTKOBOTO MPOXOAY TOJKOI0) HE ACOIIIOETHCS 3 MIABUIIICHHSIM
PU3MKY YCKIAHEHb IOPIBHAHO 3 OJHOKPATHOIO Oiomnciero. 17
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OCKUTbKM BIJIOMO, 110 MapaMarHiTHa KOHTPAacTHa PEYOBHMHA, IO MICTUTh
rajiofiHii Moxe iHTepdepyBaTH 3 OUTBIIICTIO METO/I1B BU3HAUEHHS METAJIIB, O10TICIIO HE
CJI1/1 MPOBOJUTHU MPOTATOM 96 TOIMH Y BUMIAKY, SIKIIO ii OyJI0 BBEJEHO.

Iicronoriyna kapTuHa nediHkM npu XB € Han3Bu4ailHO BapiaOenbHOW0. Y
3B’s13Ky 3 MM XB Mo)ke OyTH MOMMIIKOBO MPUNHATA 32 1HII 3aXBOPIOBAHHS MEYIHKH.
BianoBigHO KJIIHIYHOMY CIEKTPY, TICTOMATOJIOTIYHI 3MIHM KOJIMBAKOTHCSA BIJ
He3HauHux 3MiH npu ['TIH g0 XpoHIYHOro remaTuTy 3 MEHIIOW a0o0 OUIbLIONO
3aMajibHOI0 AKTUBHICTIO Ta PO3BUTKOM IUpo3y. BojHoOYac IiCHYIOTh XapaKTepHi
TICTOJIOTIYHI O3HAKH, SIKI MOXKYTh MIATPUMYBATH J1arHO3 Ta JOMOMAaraTd BUKIIOUUTU
3HauyIi qudepeHiiti Aiarno3u. TUosi ricTogoriuHi 03Haku XB BKIII0OUa0Th O3HAKU
MASLD, taki ix MaKpOBE3UKYJISIPHUNA CT€aTO3, TIIKOTeHI30BaH1 sipa, Tkl Maiopi-
Jlenka, mopranbHEe Ta JOOYJsIpHE MOHOHYKJIeapHEe 3amajcHHs. J[ogaTKoBI O3HAKH
BKJIFOYAIOTh HE3BUYHO BEJIUKY KUIBKICTH JiMOodycluuHy Ta (y pas3i reMojizy) CUaepos
kinitun Kyngepa.'*® Iopisusro 3 gopocnumu, o3naku MASLD (Hanpuknan, crearos,
TIIKOTEH130BaHi sijipa, Tuiblig Masnosi-/lenka) gacTiiie 3ycTpi4aroThCs y JIITEH, TO1 K
IIMPO3 YACTIIlE CIIOCTEPIracThCs y AOPOCIUX MaiieHTis, 2142

3arasom, JUIIE PYTHHHE TICTOJIOTIYHE JOCIIKCHHS TMEYiHKU He 3a0e3neuye
nocTaTHhO1 cnenudiunocTi s qudepentianii XB Big iHIIUX 3aXBOPIOBaHb NMEYIHKH,
Takux sk MASLD.!#

VY OionmrTaTax TMEYIHKH [iTE€H, O3HAKM MITOXOHAPIANbHUX AaHOMAaJid MpH
€JICKTPOHHIA MIKPOCKOMIi, 30KpeMa pO3MIUPEH] KIHYUKH KPHUCT, IUIeoMopdi3Mm,
yTUTiKaIisl MeMOpaH Ta MIUTbHUN MaTPUKC 3HAYHO YaCTIIIE CIIOCTePIraaucs y Mar€HTiB
i3 XB, nixk y namienris 3 MASLD Ta ayToiMyHHUM rematutoM,'* ane 1i o3Haku He €
TUIIOBUMM I JlarHOCTUKA XB.

INicroximiuae ¢dapOyBanns Mini (Hampukian, (apOyBaHHS pomaHiHOM abo
cynbdinom cpibia 3a merogoMm Timma) Ta/abo OiIKa, OB'SA3aHOTO 3 MO (HAIIPUKIIA,
OplIeTH), Hapa3l BHUKOPHCTOBYETHCSA SK JTOJATKOBHM METOJ| TiCTOJOTIYHOI OI[IHKHU
OlomTaTiB MeYiHKM y pasi migo3pu Ha XB. PogaHin € HaWOUIbII BUKOPHUCTOBYBAaHUM
METOJOM TicToXiIMiuHOrO (hapOyBaHHsS Mifll, OCKUIBKM BIH BBa)KA€ThCS HaMOLIBII
HaJIHHUM, BIATBOPIOBAaHUM Ta MPOCTUM Yy BHKOHAHHI. TWMM He MeEHII, OCOOJMBO Ha
paHHIX cTanisx XB, He3B's3aHa 3 OUIKOM Mijib, 10 AUGY3HO PO3MIllIeHa B IIUTOILIA3MI,
HE MOXe OYyTH BHSABJIEHA TICTOXIMIYHUM METOJIOM, TOJI SIK Ha IM3HIX CTamisIx
3aXBOPIOBAHHS MiJb HAKOIMYYETHCS B JII30COMHUX KOMILICKCaXx 1 Jieriie ¢hapOyeThes.
OnHak yepe3 HU3bKY UyTJIMBICTb, IO KOJUBAETHCA Bix 11 mo 56% 3amexxHo Bix crasii
3aXBOPIOBAHHSA, OCOOJIMBO HAa paHHIX cTanifax, (GapOyBaHHS POJAHIHOM MAae€ JIHIIE
HE3HAYHY IIIHHICTh I JiarHOCTHKM XB 1 He Moxe OyTH BHKOPHCTAHE IS
BHKJIIOYEHHS TIEPEeBAHTAKEHH EeYiHKH Miro, 4414

OxpiM HU3BKOI YYTIMBOCTI, CHENMU(IUYHICTh TICTOXIMIYHOTO BHUSBIECHHS Mimi
TAKOX HHU3bKA, OCKUIBKM 1HIII CTaHW (HampuKIaA, XPOHIYHI 3aXBOPIOBAHHS
YKOBYOBUBITHUX IIJISAXIB) MPU3BOAATH JO HAKOMMYEHHS Mifi B TIEYIHIII 1 TAKOXK MOXYTh
IPHU3BECTH 10 TIO3UTUBHOTO pe3ynbTaTy (hapOysanus. 4

[Ile 50 pokiB ToMy OyJIO OMHUCAHO, III0 METAJIOTIOHETH aKTUBYETHCS Y TKAaHUHI
nedinky namieHTis i3 XB.'"*” BiH € OCHOBHMM IEe4iHKOBMM O1IKOM, IO 3B'A3y€ Mifb, *
1 HeIIOJAaBHI HE3aJe)KHO IMEpPeBIpeH1 AaHl CBiAYaTh MpPO Te, IO 1€ YyTJIMBUM,
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MOTEHLIMHO MUPOKOJOCTYIHUM, HEJOPOTHA IMYHOTICTOXIMIYHMI OapBHHUK AJis
miarnoctuku XB. !4

Hagitb y mariieHTiB 6€3 3Ha4HOrO (i0OpO3y YYTIUBICTh IMYHOTICTOXIMIYHOTO
JIOCITIPKEHHS 3 METAIOTIOHETHOM cTaHoBUIa >70%.'* Ockinbku kapTuna (papOyBaHHs
y Bunagky XB a0o XpoHIYHHMX 3aXBOPIOBaHb KOBUOBMBIAHUX LUISAXIB Y OLIBIIOCTI
MAIIEHTIB TAKOX BIAPI3HAETHCS, AU(y3HA EKCIPECisl METal0TIOHETHY, XapaKTepHa AJis
XB, Takok Ma€ BHCOKY cHelM(IUHICTh I8 MiATBEPIKEHHs iarHozy. !’ 4V
BUIMAJIKaX, KOJM OIOTCIA TEeYiHKM BXe Oyla MNpoBedeHa il 4Yac J1arHOCTUKHU
HE3p03yMUIOro MiJIBUILIEHHS PIBHS MEYIHKOBUX (PEPMEHTIB, 3aKOHCEPBOBaHA TKAHWHA
Oiorcii MeyiHKK MoXke OyTH BHUKOpPHUCTaHa JJisi IMyHOTICTOXIMIYHOTO AOCHIIKEHHS 3
METaNOTIOHETHOM. BIONCIs MeYiHKU PIIKO MPOBOJUTHCS 32 HASBHOCTI HEBPOJIOTTYHUX
NPOSIBIB 1 TOMY HEYACTO BUKOPUCTOBYETHCS JIs JIarHOCTUYHUX LjIed. TUM He MeHIe,
pe3ynbTaTH O101C1T TAKOXK MOYKHA BUKOPUCTOBYBATH Il KUTbKICHOTO BU3HAYEHHS M1,
HaBITh SIKIIO TPAaHUYH1 3HAYECHHS MiJll HE MAIOTh MOMIMPEHOI BaJlilallii y HEBPOJIOTTYHUX
MTAI[I€HTIB.

Komenmap pooouoi epynu: ¢ Ykpaini cicmoximiune gpapoysantnsn mioi (pooanin,
cynvghio cpibna, opyein) ma imynocicmoximiune papoy8anHs MemaiomioHeiHoM Hapasi
3acmoco8yromsbcs Juue 0OMeHCeHO | NepesadtiCHO 8 pamMKax HAYKO80-O0O0CHIOHUX abo
donomidicHux  0ocniodcens. Ix euxopucmamms y pYMUHHIN  KUIHIYMIT  npakmuyi
obMmediceHe uepe3 HU3bKY YYMIUBICMb HA PAHHIX cmMadisax, 0oMmedceHy 00CmynHiCmb ma
nompeby 6 cneyianizosanux Jjaabopamopisax. (OCHOBHUM MemOoOOM OideHOCMUKU
3AMUMAEMbCS KITbKICHE BU3HAYEHHS MIOI Y MKAHUHI NewiHKu (cyxa maca), mooi 5K
2ICMOXIMist ma IMYHOSICMOXIMISL MONCYMb OYMU 3ACMOCOBAHI ONs NIOMBEPOIHCEHHS
CYMHIBHUX pe3ynibmamie abo ananizy 3oepesicenux bionmamis.

Koau cnio npoeodumu moneKyaapHo-2eHEMUYHI O00CAI0NHCEHHA ma AKUl
nioxio ciio euxopucmogysamu npu nioo3pi na XB?

Pexomenpamii

e  MornekynsipHe TECTyBaHHS PEKOMEHIYETHCS I MIATBEPKEHHS aiarHo3y XB
a00 MOro yTOYHEHHS Yy BHUITQJIKAX, KOJIM KIIHIYHI Ta OIOXIMIYHI JaHi €
HEJIOCTaTHHO BU3HAYAJIBLHUMU (Pi6eHb 00KA3080CMI 2, CUTIbHA PeKOMEHOayi,
CUTIbHUTL KOHCEHCYC).

e 3 METOI0 3HIKEHHS BapTOCTI OOCTEKEHHS MOXE 3aCTOCOBYBATHCS MOCTAITHUN
migxig, 1o mepembdadae IMOYATOK 13 BH3HAYCHHS HAWOUIBII TOIIMPEHUX
BapiaHTIB 1 3 MOJANBIIINM PO3ITUPEHHSIM JI0 IOBHOTO €K30MHOTO CEKBEHYBAaHHS
3a oTpedu (pisenv 0okazosocmi 3, c1a0Ka peKOMEHOAyisl, KOHCEHCYC).

e VYV IIarHOCTUYHO HESACHWX BHIAQJKaX CIiJI MPOBOJAWTH aHaIi3 IOBHOI
nociigoBHocTi reHa ATP7B MeTomoM cekBeHyBaHHS HACTYITHOTO TMOKOJIIHHS
(NGY) (pieensv ookazosocmi 2, cunvha pekomeHoauyisa, CUIbHUI KOHCEHCYC).
[Ipsima MOJIEKYISIPHO-TEHETUYHA JIATHOCTHKA € CKIIATHOI0, OCKUTBKU OIHCAaHO

nonan 2500 BapiaHTIB; 32 BUHATKOM KiIbKOX, KOJKEH 13 HUX € piakicaum. *1*° Kpim Toro,
OUIBIIICTh MAIIEHTIB € KOMIAyHA-T€TepPO3UroraMu (TOOTO HOCIIMH JBOX PIZHUX
BapiaHTiB). BHOpojgoBk OCTaHHIX JECATWIITH TE€HETHUYHE TECTYBaHHS MOCTIIHHO
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BJIOCKOHATIOBAIOCA (eTanbHuit orsa MeToomnorii>?). KoMrekcHuii MOJIEKyISpHO-
TeHEeTUYHUW CKPHUHIHT, SIKMWA paHille 3aiiMaB KUIbKa MICSLIB, Temep BigOyBaeThCs
IIBUJIIIE 3aBISKU Tporpecy y Mertonax cekBenyBanns [JHK, ane Bce me Moxe TpuBaTu
THXHI B MpUBATHUX JlabopaTopigax. Lle poOuTh MeTo HENpaKTUYHUM JIs MAL€HTIB,
AKUM HEOOX1THO BCTAHOBUTH OCTATOYHHUH /1arHO3 Yy KOPOTK1 TepMiHU. THUM He MeHI,
JOLJIBHO MPOBOJUTU MOJEKYIspHUM aHani3 reHa ATP7B y Oyab-skoro maijieHra, y
AKOr0 € momepenHid aiarHo3 XB, sk a8 MiATBEPIKEHHS JlarHo3y, Tak 1 IS
MOJAJILIIOTO OOCTEKEHHS WIEHIB CiM 1.

[NamienTu 13 XB MaroTh CHEKTP ypa’K€HHs OpraHiB 3 BapiaOeIbHICTIO O3HAK Ta
TSDKKICTIO CUMIITOMIB, 1[0 BUMAarae KJIHIYHOI KOPEJAIii Ta JOCBiAY AJis IHTepIpeTalii
TCHETUYHHX JaHUX.

ba3su paHux BapiaHTIB CiiJI BUKOPUCTOBYBAaTH 3 OOEPEKHICTIO TMpHU
IHTeprpeTalii MaTOreHHOCTI BapiaHTiB. YacToTa MOMMWIKOBOI aHOTalli T€HETHYHHUX
BapianTiB Yy Human Gene Mutation Database (HGMD®) Ta po30ikHOCTI B iX
inTepnperanii Mixk pisHMMH 6a3aMM JaHUX CTAHOBJIATH OIU3BKO 3,5%.1°! Pesynbratu
cexkBeHyBaHHs a0o 3BiTM WES, siki MicTaTh 1H(OpMAaILito 1100 TeHEeTUYHUX BapiaHTIB,
noTpeOyroTh KIiHIYHOT Kopessiii. Knacudikaiiis Ta iHTeprpeTallis 1[uxX BapiaHTiB (K
NaTOrCHHUX, IMOBIPHO MaTOT€HHUX, a00 BapiaHTIB HeBM3HA4YeHOTO 3HadeHHs [BH3])
BinoOpakae CydacHHM CTaH HayKOBOro po3yminus.'>? Ciix mam'saratu, mo Bapiant BH3
— IIe TeHeTHYHa 3MiHa, JJIs SKOi MOTOYHO1 iHpOopMaIlii HEOCTATHBO I BU3HAUCHHS
naToreHHocTi; Tomy BH3 He citijt BUKOpUCTOBYBATH JJIsSI MPUUHSITTS KITHIYHUX PIllICHb.
BusiBnennss Heommcanoi mociigoBHocTi Bapianii ATP7B He € mocratHiM i
BCTaHOBJICHHS JiarHo3y XB. HasBHICTh HOBUX TEXHOJIOT1M HE 00OB'I3KOBO O3HAYAE, 1110
IIATOTeHHMI BapiaHT MOKHA 3HAWTH B ycix mamieHTiB. >>1>* BescuMnromui namienTy 3
nBoMa HeBimoMumu BapiantaMu ATP7B (romo3urotsi abo koMOiHOBaH1 T€TEPO3UTOTH )
NMOBHHHI TPOWTH TOBHE JIarHOCTUYHE OOCTEeXeHHs, BKItodaroun BOM, sximio
JIOCTYITHO, OIOTCiI0 MEYIHKM 3 KUIBKICHUM BH3HAYCHHSAM MIill Ta Bi3yasi3alliiHUMU
o6cresxxennsamu 1THC. 15

OnHak 3aauInaroThCsl TAIIEHTH 3 KJIIHIYHOIO MMimo3poro Ha XB, y sSkux He
BUSIBJISIIOTBCSL TMATOTCHHI BapiaHTH, IO YCKJIAJHIOE BCTAHOBJCHHS JI1arHO3y Ta
MPU3BOAUTH 10 3aTPUMKH JIIKYBaHHS. Y TaKMX BHITaJIKaX MPOBOJATH aHA3 MOBHOT
nociinoBHocTi reHa ATP7B metonom NGS. Ilpu 11bomy MOXYyTh OyTH BUSBICHI HOBI
CHHOHIMIYHI Ta iHTpoHHI BapianTh. 7158 [laToreHHicTh reHETHMYHOIO BapiaHTy MOXKe
OyTH OIllIHEHa B KIITHHHUX MOJIETAX, 30kpeMa nuisixoM aHanizy PHK-tpanckpuntis i3
nepsuHHEX (Gi6pobnactis.'!>® Binemie Toro, Benuki genenii B reni ATP7B TpamisioTscs
piKO, aje MOXYTh CTAHOBUTHU 3HAYHY YAaCTKy BUIAJKIB Yy JNEeIKUX MaiieHTiB i3 XB ta
noTpedyBaTH  JOJATKOBOTO  MOJEKYJSIDHOTO  aHamizy, Takoro sk MLPA
(MyIbTUIIIEKCHA aMIUTidiKalis 30H11B, 3a/IekKHa Bij mirysanss). ¢

Komenmap pobouoi epynu: 6 Ykpaini énpoeadiceno MonNeKyIsPHO-eeHEeMUYHY
oiacnocmuxy mymayiti eena ATP7B. Bionogioui 00cniodiceHHs 8UKOHYIOMbCA V HU3YIL
ab0Opamopiti, Xxoua ix 00CMYnHICMb MOXNCe BIOPIZHAMUCS 3ANEHCHO IO PE2IOH).

Hatiuacmiwe 3acmocosyroms mapeemue mecmy8auHs (Memoou NoAiMepasHoi
nanyroeoeoi peaxyii (IIJIP), nonimop@izmy 00824CUHU pecmpuKyiuHux @pacmenmis
(IJ][P®D), cexsenysanus 3a Ceneepom) 0 8UsAGNeHHS HAUOLIbUL MUNOBUX NAMO2EHHUX
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sapianmis, 3oxkpema H1069Q, saxuil sussnsiemocs y nonad 50% nayicumis yKpaincbKoi
nonynayii. Taxooic 0ocmynHi myabmueeHHI naveni 0as Oia2HOCMUKU 10i0NamuyHux
ypasicenb nevinku, wjo exuodaioms ananiz cena ATP7B.

Ocmanuimu  poxamu  enpogaodacyromovcsi memoou NGS, saki  0036ona10mb
oocniodxcyeamu nosHy nociiooeuwicme 2ena ATP7B abo euxkonysamu ananiz ycvo2o
exzomy. Lle niosuwye epexmusnicmo eepughixayii diacnosy, 30Kkpema y unaokax, Koju
mapeemuuti NOULYK He € iHQpOpMamueHuM.

Busnauenns cenomuny € cmadinoHum 0iaeHOCMUYHUM MAPKEPOM Ma RIOTPYHMAM
051 NPOBEOEHHs KACKAOH020 O0OCMENCeHHs pooudié nayicHma (nepedycim piOHux
bpamie i cecmep) 3 Memow GUABIEHHS 3AXB0PIOGAHHS HA OOKNIHIYHIU cmadii.
OuikysanHs pe3yibmamis 2eHemuyHo20 Mecmy8aHHs He NOGUHHO 8I0MeEPMIHO8Y8amu
nouamox — namoeeHemMuuyHoi mepanii  3a  HAAGHOCMI  NEPEeKOHAUBUX — KIIHIKO-
1aOOpPamoOpHUX O3HAK 3AXB0PHOBAHHS.

AKozo nioxody 00 cKpuninzy ciio oompumysamucsa y oOpamie/cecmep ma
pooudie nepuiozo cmyneHsa cnopioHenocmi (6amoku, Oimu nayicHmie i3
niomeepoycenum oiaznozom XB)? (koco obcmexcyeamu ma aKi OiacHOCMUYHI
mecmu 3acmocosyeamu, 6KaA0UAYYU RPEHAMANbHUI CKPUHIHZ)

Pexomenmamii

e  PexomeHAyeThCS BU3HAYEHHSA PIBHS CHPOBATKOBOTO IIEPYJOIUIa3MiHYy Ta
1000BO1 eKcKpelii Mifi 3 cedero (Ta 3a MoxuinBocTi BOM), oriHka KIIHIYHUX
CUMIITOMIB 1 MPOBEJEHHS TIEUYIHKOBUX MpoO y OpaTiB/cectep Ta pOJIUYIB
NEPIIOTO CTYMEHs CHOpiTHEHOCT] (0aTbKU Ta JITH MAIll€HTa, y SKOTO BIEpIle
BCTAHOBJICHO JlarHO3 y pOAWHI) (pieeHb Ookazoeocmi 3, CulbHa
PpeKomeHoayis, CUIbHUIL KOHCEHCYC).

e V OpariB/cecTep CiaiA MPOBOJUTH MOJEKYJISIPHO-TCHETUYHE TECTyBaHHS 3
METOIO BUSBJICHHS O1aJIeIbHUX BapiaHTIB, IIEHTU(IKOBAHUX Y MAIIIEHTA, B IKOTO
BIIEpIIIE BCTAHOBJICHO JIarHo3 y pOAWHI (pieeHb OoKazoeocmi 2, cubHa
PpeKomeHoayis, CUIbHUIL KOHCEHCYC).

e  MonekynsIipHO-TeHEeTUYHE TECTYBaHHS CJiJI MPOBOJUTH y POJIUYIB TMEPIIOTO
CTYIICHS CLIOPITHEHOCTI 32 HASIBHOCT1 OPYIIEHh OOMIHY MiJli 800 HOPMATBHUMU
NEYIHKOBUMHU TpodamMu (pieeHv Ookazoeocmi 3, CUNbHA peKOMEHOayis,
CUNLbHUU KOHCEHCYC).

Ba)JIMBO IIPOBECTH CKPHMHIHT poauH nauieHTiB i3 XB,!'%! ockinbku iMoBipHiCTH
Toro, mo Opar abo cecTpa MawTh XB, craHoBuTh 25%. baTbku mMaIli€HTIB €
[IOHAWMEHIIIe TeTepo3uroTaMu 3a myTaiisimu rena ATP7B, 1 juist miaTBeppkeHHs TOTO,
[0 BUSIBJICHI BapiaHTH € OlaJieTbHUMH, HEOOXiTHO TEHOTHUITyBaTH OaThbKa Ta MaTip.
JIOLiIEHO PO3IIMPHTH MOJEKYJIIPHE TECTYBAaHHS 3a Mexi Oparis i cectep. %2719 Cepen
TIOTOMCTBA HMOBIpHIiCTH cTaHOBHTH Bix 0,5% 10 4%.'°%17 VIMoBipHiCTh ypakeHHs
MJIEMIHHUKIB Ta TUIEMIHHUIL CTaHOBUTH 1/600, a MIMOBIPHICTD ypa)KEHHS JTBOIOPIIHUX
Opartis i cectep cTaHoBUTH 1/800,%? 1110 3HAYHO BHIIE, HIXk y 3arajbHil MOMYJIALIi.

Xoua el pu3uK HU3bKUI, aHali3 reHa ATP7B Ha HasBHICTbh BapiaHTIB y AITeH
Nali€HTa € BUIPABJaHKM, BPAXOBYIOUH IIOTEHIINHO pyiiHiBHUI nepedir XB.!%! Skmo
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JUTHUHA MA€ CUMIITOMH, 1HILIOTO 3 0aThbKiB HEOOXIHO OOCTEHKHUTH, BKIIOYAIOUU KIIHIYHY
OI[IHKY Ta MeTa0odi3M Mijai. SIKIIo B maIfieHTa BiJOMI MaTOr€HHI BapiaHTH Ha 000X
anessix, 10CTaTHHO MEePEBIPATHU JIUILE BIAMOBIIHI BapiaHTH y POJIUYIB.

kim0 BapiaHT(¥) 1HAEKCHOTO BHUMNAAKYy HE BHUSIBICHI, JOCTYIMHUN aHali3
POJIOBO/IY 3 BUKOPUCTaHHSAM TaIIOTUIIB HAa OcHOBI nosiMopdizmy reny ATP7B. Llei
aHai3 BUMarae iieHTu(ikaiii iHAeKCHOTo narieHTa 3 0e3CyMHIBHUM JiiarHO30M XB y
cim'i. HeoOxigna JIHK Big 060x 6aThkiB. YcnajaKyBaHHS TaruiOTUITIB, «IOB'S3aHUX 13
3aXBOPIOBAHHSM», JO3BOJIIE BHU3HAUUTH, YU € OpaTh 1 CECTpU HEypaKEHUMHU,
reTepPO3UTOTHUMH, YH JIHICHO XBOPUMH.

['eneTnuHe TeCcTyBaHHS € HAHOUIBII JOCTOBIPHUN METO/I BU3HAUEHHS T€HOTHUITY
OpartiB 1 cectep (TeTepo3UroTHi 800 TOMO3UTOTHI).

Buxonsuu 3 xpurepiis Wilson & Jungner,'®® XB nmorenuiiino npugatHa mjis
MacoOBOI'0 CKPUHIHTY, OCOOJMBO y HOBOHapomkeHuX. OJHaK, Ha JaHU MOMEHT He
icHye eQexkTuBHMX OiomapkepiB a00 MeEToNIB, MNPUIATHUX JUISI CKPUHIHTY
HOBOHAPOKeHNX Ha XB.1%

Hepynomnasmin OyB IMpOTECTOBAaHUM Il MEAIaTPUYHOrO Ta HEOHATAIBHOTO
CKpUHIHTY 3 OOMEXeHOH KopucHicTio. [loTpiOHi HOBimI TexHonorii. KinbkicHe
Bu3HaueHHs nentuay ATP7B epextuBHo BusiBuio 92,1% mnaiientis 3 Bigomoro XB Ta
3MEHIIIUIIO HEOJHO3HAYHOCTI, 1110 BUHUKAIOTh B PE3YyJIbTATI aHATI3Y LIEPYJIOIUIa3MiHy Ta
rereTuunoro anamnizy.'’’ Ileil MeTO Hapasi OLIHIOETLCS /I HEOHATAIBHOTO CKPUHIHTY.
Y paiioni I[unmao (mpoBiHmiss Kwuraif) cekBeHyBaHHS 3  BHUKOPHCTaHHSAM
mynbtuiiekcHoi [IJIP y moegHanHi 3 ceKBEHYBaHHSIM HACTYMHOTO MOKOMiHHS 5012
BUCYIIIEHHUX 3pa3KiB KPOB1 HOBOHAPOKEHUX, [0 BUSBHUIIO 3araJIbHYy YaCTOTY HOCIMCTBA
12 rapsumx To4ok BapiaHTiB y 1,46%.!"! Tomy Hapa3si ciMelHUMI CKPHUHIHT € €IMHHUM
crocoOoM TMONIyKy O€3CHMMNTOMHHX IMAIIEHTIB 3 TMOKa3HUKaMU (YHKI[T MEYIHKH Yy
HOPMi.

Komenmap pooouoi epynu: cimeunuti ckpurine npu XB € Kpumuuto 8axciusum
emanom PAaHHb020 BUABIIEHHS 3AXB0PI6AHHS, OCKLIbKU 00380JIA€ i0eHmuUuiKysamu
nayienmie Ha OOKNiHIYHIL cmadii. Boonouac 6 Yxpaini tioeo peanizayis 3a1umiaemscs
@pacmenmapHoro ma 3anedcumsv  8i0 OOCMYNHOCMI  MOJEKYISAPHO-2eHeMUYHUX
0ocniddicenb i 1abopamopHux mecmie 0OMIHY MiOi, WO 00MeNCYE 1020 pYyMuHHe
3acmocysanus. Y 36’a3Ky 3 yum y KIIHIYHIU Npakmuyi ocobauge 3HAYEHHS MAarmb
0a306i Oioximiuni Mmapkepu (Yepyroniasmin, 00006a eKckpeyis Mioi 3 ceyuero, NeUiHKOBi
npobu) ma KiiHiuHe 00CmedCeHHs POOUHie Nepuioco CMmyneHs CHOpiOHeHOCmi, sK
NepeUHHUL eman CKPUHIH2) .

Yu cnio oimam abo oopocrum i3 XB npoxooumu oemanvHe HespoJioZiuHe
00cmediceHHA nio uac 6CMaH061eHHA 0iazHo3y?

Pexomenpamii

e JleranbHe HEBPOJIOTIYHE OOCTEXKEHHS CHiJ MPOBOJUTH YCIM JIOPOCIUM
MaIfi€eHTaM MICJsl BCTAaHOBJICHHS J1arHo3y XB (pieens ooxazoeocmi 3, cunvna
PeKomenoayisn, CuiIbHUl KOHCEHCYC).
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e VYV niTeil micisi BCTAHOBIIEHHS A1arHo3y XB neranbHe HeBPOJIOTYHE O0CTEKEHHS
CJI1JT IPOBOJUTH Y pa3l HAsIBHOCTI HEMPOIICUXIATPUYHUX PO3JaAiB a00 SKILIO BIK
namienta nepesuinye 10 pokiB (pieensv dokazoeocmi 3, cuibHa pekomenoayis,
CUIbHUU KOHCEHCYC).

VY Oaratbox BuUMajkax Kiacudikaiis HEBPOJOTIYHMX O3HAaK € CKIIAJHOIO,
OCKUIbKHY MatieHTH 13 XB MOKyTh MaTH pi3H1 O3HAKHU Ta OUIbLIE OAHIET aHOMATIT, KOKHA
3 IKMX Ma€ Pi3HUM piBeHb THKKOCTI. KiTiHIYHUI nepedir 3aXBOPIOBaHHS TaK0X Ba)KKO
nependaynt. HeBposoriyHi CUMOTOMH MOXYTh OYyTH MIHIMajJbHO BHUPAXEHUMHU Ta
30epiratucs NpoTArom 6araTboX pokiB, 200 IX MOYATOK Ta MPOTrPECyBaHHSI MOXKYTh OyTH
MIBUJAKAMH, 0 TPU3BOJAATH JIO 3HAYHUX OOMEKEHb >KHTTEIISIILHOCTI BIIPOJIOBK
KUTBKOX MicsIiB. Tako MOXKyTbh OyTH CYyTTEB1 KOJUBaHHS, KOJIM CTPEC, 3aralbHUM CTaH
3I0pOB's T CYNYTHE JIKYBaHHS MOCUIIIOIOTH HeBponoriani cummroMu. *%!1 72173 g Toro
00 OMHCaTH TSHKKICTh HEBPOJIOTIYHOTO YpakeHHs nmpu XB, cimin mpoBecTH aeTanbHe
HEBPOJIOTIYHE 0OCTEKEHHS yCiX TOPOCIUX MAIIEHTIB 3 MATBEPKEHUM JiarHo3oMm XB,
HE3JICKHO BiJ KIIHIYHOT KapTuHU. J[J1s 3a0e31eueHHss TOYHOT OI[IHKHM Ta MOJJIbIIIOTO
CIIOCTEPEXEHHS CIIiJl BAKOPUCTOBYBATH BaJli0oBaHy mIKany, Taky sk UWDRS.!7

VY niredi 13 XB MOXyTh CriOCTEpIiraTucs HEBPOJIOTTUHI CUMIITOMH, OJJTHAK 3HAUHO
pinme, Hix neuinkosi npossu.! > 177 Y (pannysskomy mocmimkenni 182 nireii i3 XB, y
84,6% Oynu neuinkoBi mposisu, 10,4% manu HeBpoJoriuHi posnaau, a y 4,9% Oynu
BiJICYTHi CHMIITOMM Ha MOMEHT BCTaHOBJIEHHS fiarno3y.!* V Iakucrani cepen 50 mitTeit
3 XB Ta HEBpOJOTIYHUMH TOPYIIIEHHIMH HalYacTIIUMH OyJId TUCTOHIS, TU3apTPisi Ta
KOTHITHUBHE TopylieHHs (92%). [Hmi nposiBu BiItoyanu ciauHoTedy (68%), Tpemop
(52%), xopero (24%) ta cynomu (12%).17° Lli cumMnToMu MOXKYTh BinoGpaskaTy GilbLI
TSOKKUM KiHEIb KJIIHIYHOTO CIEKTpa, TOAl SK 1HII HEHPOIICHXIYHI PO3JIald MOXYTh
OyTH MaJOBHpPaXECHUMH Ta Ba)XKO TOMITHUMH JUI TOTO, 00 iX BIAPI3HUTH BIf
MOBEIIHKOBUX 3MIiH, XapaKTePHUX JUISA IIJJIITKOBOTO BiKy. MOXYTh CHOCTEpIraTucs
3HI)KCHHSI YCITIIIIHOCTI B HaBYaHHI, 3MIHH OCOOMCTOCTI, e€MOIliiHa JabUIBHICTh Ta
KOMITYJIbCHBHA TIOBEJIHKA.!”® SIKIIO Tijg 9ac JAIarHOCTUYHOTO OOCTEKCHHSI BUSBIICHO
HEHPOTICUXIYHI PpO3JIaan, CIiJI TPOBECTH JIETAJIbHE HEBPOJOTiYHE OOCTEKECHHS,
Bmouaroun MPT (mmB. HIDK4E), aje MiJUITKIB CIIi OOCTEXKYBaTH HE3aJICKHO Bif
CUMIITOMIB JUIsl BUSIBIICHHS MIHIMQJIbHHX 3MIH Ta TUIAHYBaHHS CIIOCTEPEKECHHS 1
TKyBaHHS.

AKi neeponoziuni o6cmedrcenHs ciio npoeooumu npu 6CMAHOBIAEHHI 0laZHO3Y
XB?

Pexomennamii

e PekoMeHIyeThCs TPOBEACHHS HEBPOJOTIYHOI OIIHKKA 13 BUKOPUCTAHHSIM
BaJIiJIOBAHOI IIKAJIM Yy JOPOCITUX MAIlI€HTIB 1 JaiTed BikoM ctapimie 10 pokiB i3
MIATBEPKEHUM JlarHo30M XB, a TakoX y maiieHTiB OyJb-SKOTO BIKY 3a
HassBHOCTI HEUPONICUXIYHUX PpO3NaAiB (pieenv Ookazoeocmi 2, cuilbHa
PeKomenoayisn, KOHCEHCYC).
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e MPT rojgoBHOro MO3Ky CjiJi BUKOHYBAaTH YCIM JTOPOCIUM Hall€HTaM 1 JITAM
BiKOM cTapiue 10 pokiB 13 MIATBEPAKEHUM AlarHo3oM XB (pieenv doxazosocmi
2, cunvHa pekomenoayisn, KOHCEHCYC).

Hesposioriune oOCTeXEeHHS € YaCTMHOI MDKAMCLIUIUIIHAPHOIO MiIXOAy MpHU
BeneHHl mamieHTiB 13 XB. Hewposoriuna migmkana UWDRS BBakaeTbcsi 1IHHUM
IHCTPYMEHTOM JUIsl KOMIUIEKCHOI OILIIHKM HEBPOJOTIYHUX O3HAK Ta CHUMIITOMIB Y
nanicaTis i3 XB.!78 g mkana 3 34 nyHKTIiB po3pobieHa koHcopuiymoM EuroWilson Ta
Himernpkoro Mmepexero crmaakoBux pyxoBux posnaniB (GeNeMove) 1 6azyeTbes Ha
JaCTKOBO MOJM(IKOBAHUX €JIEMEHTaX 3aralbHOBU3HAHUX BaJliOBAaHUX KA OI[IHKH
HEBPOJIOTIYHOTO CTaTycy, Takux sk i1HAekc baptena, YHidikoBaHa mikaia OI[IHKH
xBopoOu Ilapkincona ta Vuidikosana mkana oninku xsopoou I'anrinrrona.’®1%

Yactuna I UWDRS crocyerbes piBHS cBigomocTi, yactuHa Il owiHioe
(GyHKIIOHAIbHI OOMEXEHHSI y TOBCSAKIACHHOMY XUTTI, a 4actuHa III Bkirouae
HEBPOJIOTIYHE OOCTE)KECHHS 3 BUKOPUCTAHHSAM KJIIHIYHUX IIKaJl, 30KpeMa JJisg OI[IHKH
TPEMOPY Ta MO30YKOBHUX po3najiB. bamu 3a mkanoro UWDRS wactunu 111 kopentoroTsh
3 pesynsratamu MPT romosHoro mosky,'” BOM!'® Tta ontuunor korepeHTHOMO
Tomorpadicro citkiekm,*’ ane He 3 PIBHAMU LEPYJIOILIA3MiHy; Mili, BKIKOYAIOUH Milb,
HE IIOB’sI3aHy 3 LEPYJIOILIa3MiHOM, a00 MEeYiHKOBMMH NpoOaMM B CUpOBATIi Kposi.>*
UWDRS He 6yna BaiigoBaHa sl 3aCTOCYBaHHA y aited. ['moGanbHa mikana ominku XB
(GAS for WD), piBeHp 2 — 11¢ KopoTmia Imkajga 3 14 TMyHKTIB, IO TaKOX OIIHIOE
BHPaKEHICTh HeBponoriyHux posnaais'®! i Gyma 3anponoHoBaHa K anbTepHATHBA
UWDRS.!”8 Kpim Toro, icaye i koporma Bepcis UWDRS (Mini-UWDRS), sika MicTUTE
auiie 9 TMYHKTIB, IO 3alOBHIOIOTHCA IMallieHTaMu, OyJjia OIiHEeHa SK MOXKJIMBHM,
€KOHOMIUYHHMM 1HCTPYMEHT JJIs OIIIHKA HEBPOJIOTIYHOTO CTAaTyCy y marfieHTiB i3 XB 3
JIETKAMH Ta MOMIpHMMH HEBPOJIOTIYHMMHM TOpyIIeHHAMU.' 8 He3paxaroun Ha Te, 10O
MiHI-UWDRS mmpoko He BUKOPHUCTOBYETHCS, 32 YMOBH IMOJANbIIOI Bajifalii BOHA
MOKe OyTH KOPHUCHOIO, SIK 1HCTPYMEHT CKPHHIHTY JUIsl YCIX IMAIiEHTIB, HABITh JITCH.
Hapazi MPT rosioBHOro M03Ky € HaiOUIBIII YyTIMBUM METOJIOM HEHpOBi3yamizarlii 1is
OI[IHKY HEBPOJIOTiYHOi martosorii, nos'a3anoi i3 XB.>3! ITonax 90% nanienris i3 XB Ta
HEBPOJIOTIYHUMHU CHMITOMAMHM MaroTh aHoManmii Ha MPT romosHoro mosky.3%182183
Kpim toro, anomanii HelipoBizyamizaiii npucyTHi npubauzno y 40-70% mnaiieHTiB 3
IEPEBAXKHO IIEYiHKOBUMH IposBaMH Ta y 20% mpu 6e3cuMnToMHOMY Hepebiry XB,36:184

Pi3Hi IUISHKK MO3KY, 31a€ThCS, MAOTh Pi3HY 9yTJIMBICTH 0 TOKCHYHOT il Mini.>*
Haii6 s nomupenoro 3Haxinkor Ha MPT mpu XB € cumerpudHa rinepiHTeHCUBHICTh
Ha T2-3Bakennx abo FLAIR-300paxeHHsx y 0a3aqpbHUX TaHTIIAX Ta OUTIH PedOBHUHI,
MEepPeBaKHO y CTOBOYpPi MO3KY, IO MOKE CBITYUTH TPO HAOPSK, JeMieiHizallito abo
rmio3.!% Kpim Toro, wacro mpucytHi o3Haku aumdys3Hoi arpodii Tkammm 'S8 Ta
3HIDKEHHS 1HTEHCUBHOCTI B T2/T2* ta SWI y cipiii pedyoBUHI TITHOOKHX CTPYKTYP
MO3KY, CHPMYMHEHI aHOMAIbHMM HAaKONMYEHHSAM 3aliza (BHACIiZOK Hekpo3sy).'s7:188
Tumnosi ToMorpadiyai o3Haku XB BKII04al0Th CUMIITOM «OO0JWYYS BEJIMKOT MaH N, 110
BUSIBJISIETbCS TIpUONKM3HO B 15% BumankiB ta y 27% mNalieHTIB 3 HEBPOJIOTTYHUM
osznakamu XB.!” Ockinbku HasBHiCTE MPT-3MiH MO3KY CHOCTEPIracThCs y HAL[ICHTIB 3
HEBPOJIOT1YHUM, MEYIHKOBUM Ta MEPEeICUMITOMHUMU BapiaHTamu nepediry XB, MPT
JOCJIJIPKEHHSI € BUIIPABJaHUM B YyCIX MaIlEHTIB Hepea modatkoMm Tepamii. OiiHka
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0azoBux MPT-—3MiH BH3HAuae€ TAaKTUKY JIIKYBaHHS Ta JI03BOJSIE KOHTPOJIIOBATH
MPOTPECyBaHHs 3aXBOPIOBAHHSA Ta BIANOBIb HA JIIKYBaHHS.

JIns KUTbKICHOT OLIHKKA CTYIEHS TMOIIKOKEHHS MapeHXIMU MO3KY 3 METOIO
MOHITOPUHTY JIIKYBaHHS Ta MPOrHO3YBaHHSI pe3yJIbTaTiB HEOOX1IH1 MIAX0U O OLIHKU
MPT. HemonaBHo Oyrna BajijoBaHa HAINIBKUIbKICHA IIKaja JJisl OLIIHKA aHOMAJIii
roJJOBHOTO MO3Ky 3a gaHuMu MPT, dka OLIHIOE TOCTPY TOKCHUYHICTb, XPOHIUHE
nomkomkenas Ta  arpo¢iro.”’  OmiHka TOCTpoi TOKCHMYHOCTI  BimoGpaxae
rinepintencuBHIcTh T2/FLAIR y xBocTtaTomy sifjpi, Tanamyci, JyIIIUHHI, CEPEAHBOMY
MO3KY, MOCTY Ta IHIIMX JUITHKaX T4 CTOCYEThCS MOTEHLIMHO 3BOPOTHUX ypaXKeHb, IO
BUHUKAIOTh BHACIIIOK HaOpsKy, nemMieniHizamii Ta riio3y. OIllHKa XpOHIYHOIO
MOIIKO/KEHHST  BijoOpaxkae cyMmy TinoiHTeHCUBHOCTI T2/T2*/SWI, omiHeHux B
TYUINMUHHAL, O KyIIi, Tagamyci, XBOCTaTOMY Ta 3ybouactomMy sijipi. Pazom 3 o1iHkor0
atpodii 3a mnocmigoBHOCcTAMH T1 11 KOMIOHEHTH BigoOpa)xarTh HE3BOPOTHI
MOIITKO/PKEHHSI MO3KY, 110 BUHUKAIOTh YHACHIIOK HAKOMUYEHHS 3alli3a, HEKpO3y Ta
nerenepatii. MyHKI[IOHATIbHI TOPYHICHHS Ta HEBPOJOTIYHUNA AeQIUUT, OIIHEHI 3a
nornomororo UWDRS wactunu 11 Ta III, 1o6pe kopentoBaau 3 TOCTPOIO TOKCUYHICTIO,
XPOHIYHUM TOMIKOKEHHAM Ta 3arajbHUMM Oanamu 3a mkanor MPT.!7

[Hmi  merogm HeilpoBiyamizaiii, Taki sk MPT Tta TpaHckpaHiaibHe
ynbTpacoHorpadiuie MOCIIIKEHHS TOJOBHOrO MO3Ky,'8¥71%2 Takox MoxyTh Hamatu
NEBHY JIIarHOCTUYHY 1HQOpMAaIlio, Xo4ya III METOAOJIOT1i HEe BUKOPUCTOBYIOTHCA Y
pyTHHHIN mpakTuili. JloCHiPKeHHs TToKa3ajdd aHOMAaJIbHI 30pOBi, CIIYXOBI Ta MOTOPHI
BUKJIMKaHI MOTeHIianu y mamieHtis i3 XB,!8719719 ane mapasi taxi mocmimxeHHs
MOXXYTh OyTH OUTBIII KOPUCHUMH B JOCIHITHUIILKOMY CEpPEOBHUIII. AHOMAJIi CITKIBKH
Ta 30pOBUX IIIAXIB TAKOXK € AKTUBHUMH HAITPIMKAMU CYYacHHX Jociimkens. 1% Bymo
MOKa3aHO, IO KOHIIEHTpAIllsd JIETKUX JIAHIIOTIB HeWpodiTlaMeHTIB Yy IIa3Mmi €
0ioMapKepoM HEBPOJIOTidHOro ypasxkeHHa' %% 1o, micas momambIIMX JOCTIIKEHB,
MOKE BHUSBUTHCS KOPHCHUM JIOTIOBHCHHSM 0 KIIHIYHUX Ta HEHUpPOBI3yasizarliiHUX
IIKaJT TSHKKOCT1 3aXBOPIOBAHHS.

[lomo maronoriuanx 3Haxigok Ha MPT y mireti i3 XB, ogHe mociimkeHHs (n =
50) BUSIBHIIO, IO YPa)KEHHS 3 BUCOKOIO IHTEHCUBHICTIO CHTHANTY B 0a3aIbHUX TaHTIIIAX
Ha T1 3BakeHUX 300paKEHHAX, BKA3YIOTh HAa YPaKCHHsI MEUYIHKH, TOJ1 K ypaKEHHS 3
BHUCOKOIO IHTEHCHBHICTIO CHUTHalny Ha T2 3BaKeHMX 300pa)KEHHSAX, BKa3yBaJld Ha
Ypa’K€HHS TOJIOBHOTO MO3KY Ta IEMOHCTPYBAJIN XOPOIIY KOPETSIIiI0 3 HEBPOJIOT TUHUMHU
cuvnromamu.!!” Tlicns xematorepamii, 3minm Ha MPT CHIBHO KOpENIOBAIM 3
MOKpAaIIeHHSIMHU BHACTiMOK JikyBaHHs (p <0,001), o Bka3zye Ha te, mo MPT moxe OyTu
KOPUCHOIO IS OIIHKHW KJIiHIYHOT BignmoBigl. PexomenmyeTtscsi mpoBogutu MPT
TOJIOBHOTO MO3KY MITSIM 3 MiATBEP/KCHHM HiarHo30M XB Ta HeHponcuxivyHUMU
cumriroMamu abo kinplsgmu Kaiizepa—®dineitepa, a Takox aiTsM BikoM rmoHas 10 pokis
HaBITh 32 BIZICYTHOCTI SIBHUX HEBPOJIOTTYHUX TPOSIBIB.

Komenmap pobouoi epynu: susnauenHs jiecKux JNAHY02I8 Heupopiiamenmis y
NAA3MI HA CbO20OHI 3ANUULAEMBCS OOCAIOHUYLKUM MEMOOOM.

JlikyBaHHSs
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Ak cnio euznauamu 8ionoeiov Ha NiKyeanHsa y nayicumie i3 XB?
Pexomenpanii

e OuiHKYy BIANOBIAlI Ha JIKYBaHHS CIIJ OPOBOAUTH Ha MIACTaBl KIIHIYHUX,
1ab0opaTOpHUX Ta Bi3yali3alliHUX MApaMETPiB, a TAKOK MOKa3HUKIB OOMIHY Mii
(pieenv 0oxkazoeocmi 3, CUIbHA PEKOMEHOAYIA, CUTbHUIL KOHCEHCYC).

e BianoBigp Ha JIKyBaHHS BU3HAYAETHCS PErPecOM KIIIHIYHUX MPOSBIB 3 OOKY
NEYIHKU (KOBTSHULA, aCIIUT) Ta/a00 MOKPAILEHHAM MOKa3HUKIB QYHKLIT NEYIHKN
(AJIT, MHO, anpbymiH), Ta/ab0 MOCTYNOBHM MOKpPAILIEHHSIM HEBPOJIOTIUHOI
CUMIITOMAaTHKH, 3HUKHEHHSAM Kuieup Kaiizepa—Dneiimepa abo mnpuHaiiMHi
cTabuTI3aIli€l0 HEeBPOJIOTIYHOTO CTATYCy 3a BaliJIOBAaHUMHU IIKaJaMu a0o 3a
JaHUMH HeWpoBi3yanizaiii (pieens O0okazoeocmi 3, cuibHa peKomeHOauis,
CUIbHUI KOHCEHCYC).

Binnosinpk Ha JAiKyBaHHA CIiJ] OLIIHIOBATH 3 YpaXyBaHHSIM BUXITHUX MOPYUIEHb —
AK KJIHIYHUX, TaK 1 610XiMIuHuX. [ToKa3HUKH, 1110 BUKOPUCTOBYIOTHCS ISl BA3HAYEHHS
BIJINOBI/I1 Ha JIIKYBaHHS, € Bapia0eIbHUMM 1 3ajeXaTh BiJ MOYATKOBO1 KJIIHIYHOI
kapTuHU. OCHOBHMMHM MapaMeTpaMH OI[IHKH KIIIHIYHOI BIAMOBIAI MPH TEYIHKOBIN
dopMi € 3HUKHEHHS acuuTy Ta/abo xoBTsHmi. 17

3a HasBHOCTI HEBPOJIOTTYHOI CUMITOMATHKHU CJIJI OL[IHIOBATH yC1 MAaTOJOTIYHI
HEBPOJIOTiYHI O3HAKM Ta BHMKOPMCTOBYBAaTH BamimoBany mkany UWDRS.?%
HeBposoriuna BiAMOBIA, Ha XeNaTyroul areHTH MoKe OyTH BIJACTPOUCHOK Ta
BU3HAUAETHCA IOCTYMOBUM TIOCHA0JIEHHSIM a00 3HUKHEHHSIM CHUMIOTOMIB Ta
3MEHIIEHHAM ab0 HopMaji3alicro MokasHuka 3a mkanoro UWDRS.!742% MPT
TOJIOBHOTO MO3KY JI0O3BOJISIE OI[IHUTH BIANOBiIb Ha JIKYBaHHA 32 IOCTYIOBUM
3MEHIIEHHAM a00 3HUKHEHHSAM TinepiHTeHcMBHOro curHany Ha T2/FLAIR-
300paxkenHsax. !

CrymiHb ypaXeHHsI ICYIHKH OIIHIOETHCS HE JIMIIE 33 KITHIYHUMU MIPOsIBAMH, aJie
11 3a 1aGOpaTOPHUMHU TTOKa3HUKAMU (PYHKIIIT TEUIHKH, K1 BKIIFOYAIOTh TOJTOBHUM YHHOM
AJIT, ACT, nporpom6binoBuii yac/MHO Tta 3b. IloBHa BiamoBige 3 OOKYy MEYiHKU
BHU3HAYAETHCS HOPMAJII3aIll€ro YCiX 3a3HaYE€HUX TECTIB, X04a JCSIKl BIAXHIICHHS, TaKi sIK
Hesnaune niasumieHHs AJIT (<1,5 pa3u BepXHbOi MEXi HOPMHU), MOXKYTh 30epiraTucs
BIIPOJOB3K TPUBAIOro vacy.’?

bioricis meuiHKM HE BUKOPUCTOBYETHCSA Ha MPAKTHUIlL JJIS OIIHKH €(PEKTUBHOCTI
JKyBaHHS, IPOTE HEIHBa3WBHA OIliHKA (PiOPO3y MOXKeE MOKA3aTH 3MEHIIIEHHS MapKepiB
¢$10po3y mpu TpuBamOMy JIIKyBaHHI. BMICT Mini y mediHIll MOXKe 3HH3UTHUCS I Yac
Teparii, ane, 3a3BUYaid, 3aJHUINAECTHCA MIABUIIICHUM BIPOJOBXK TPHBAJIOTO Yacy Ta HE
BHKOPHCTOBYETBCS JUIsi MOHITOpUHTY. 2%

[Toka3Hukn Mifi, WO BUKOPUCTOBYIOTHCA JUIsl JiarHocTWku XB, cmin
KOHTPOJIOBATH i 4yac JiKkyBaHHA. JlikyBaHHS Mae OyTH CIpsSMOBaHE Ha 3MEHIIICHHS
EKCKpeIIil Mifli 3 ce4ero, MiJli, He 3B'SI3aH01 3 EePyT0TIa3MIHOM, Ta OOMIHHOT Miji, aie

11i mapameTpy TiCHO MOB's3aHi 3 BuGopoM dapmaroreparii.?%+2%7

Ake ¢hapmaxonociune nikysannsa pexomenoyemuvca nauicnmam i3 XB o0na
00CAZHEHHA 8I0N06I0I?
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Pexomenpamii

e Xenatopu Mial MOBMHHI OyTH IpemnapatoM NEPIIOro BUOOPY y MAIEHTIB 13
TSOKKAM YpaXE€HHSM NEYiHKM, 30KpeMa IpU O3HAaKaxX 3HA4yHOro ¢ioposy Ta
LMPO3Y, MEYIHKOBOI HEJJOCTATHOCTI Ta TEMOJI3Y (pieenb 0oKazoeocmi 3, cuibHa
PeKomeHnoayis, CunbHUIl KOHCEHCYC).

e V Mali€HTIB 13 HEBPOJOTIYHOIO MaHI(pEeCTalle€l0 MOXYTh 3aCTOCOBYBATHUCS SIK
IIMHK, TaK 1 XeJIaTopu MiAl (pieeHv O0okazoeocmi 2, cuivHa peKomMeHOauis,
KOHCeHcyc).

e Jlns xenaTopHOI Teparnii peKOMEHI0BaHO pexuM “start low, go slow” («mounHaTH
3 HU3BKUX J03 13 TOCTYNOBUM IIBUIIIEHHSIM»), OCOOJIMBO Yy TAIlI€HTIB 13
HEBPOJIOTITYHUMHU TPOSIBAMU (pieeHb 00Kazoeocmi 3, CUIbHA PEKOMEHOauis,
CUIbHUI KOHCEHCYC).

e VY 0e3cMMNTOMHHUX MalI€HTIB 0€3 03HAK 3HAYHOIO YPa)KEHHsS MEUIHKU MOXKYThb
3aCTOCOBYBATHUCS SIK IIMHK, TaK 1 XeJaTOPH Mial (pieenv dokazoeocmi 4, cnaoka
PeKomeHnoayis, KOHCEeHcyc).

Merta papmakosoriyHoro JiKyBaHHa XB — 3MEHIIEHHS HAJUTUIIKY Mijl HUIIXOM
0JI0Kaau 11 BCMOKTYBaHHS B KHMILIKIBHUKY (COJII IIMHKY) 200 3a JOTIOMOTOI0 XeNIaTopiB
Mifli, TAKUX K D-TeHiuIaMin Ta TpieHTUH. JIIKyBaHHS CJIiJT pO3NOYMHATH OApa3y IMiCs
BCTAHOBJICHHS JIIarHO3y y [iTeH Ta JOPOCIMX 13 CHUMITOMaMu, 100 3amobirtu
IIPOrpECyBaHHIO NIEYIHKOBHUX Ta/a00 HEBPOJIOTIYHUX MPOsBiB. be3cuMNTOMHI NaIli€HTH,
y skux XB niarHOCTOBaHO I 4Yac CIMEMHOrO0 CKPUHIHTY, NMOBHHHI PO3MOYMHATH
JIKyBaHHS MICHS JOCATHEHHs BIKy 2—3 pokiB. IIpu3HadeHHs mpemnapariB, 0COOIMBO
JITSAM PaHHBOTO BiKy, € CKJIaJHUAM 3aBAaHHsAM. > Hapa3si HeMae BUCOKOSKICHHMX JIOKa3iB
1010 ONTUMAJILHOTO BUOOPY JIIKyBaHHsI mepIoi JiHii mpu XB.

D-neHinuiaamMin xenatye Mifb Ta OCWIIOE 11 BUBEACHHS 3 ceueto. J[01aTKOBO BiH
CTUMYJIIOE€ YTBOPEHHSI TIEYIHKOBOTO METAJIOTIOHETHY — IIMUTO30JbHOTO OUIKa, SKHUM
3B’s13y€ MiJIb Ta 3aro0irae ii TOKCMYHOMY BIUIMBY Ha Me4iHKY. Byno mokaszano, mo D-
neHinuIaMid e()eKTUBHO 3amobirae mporpecyBaHHIO 3aXBOprOBaHHsS y miter 13 XB. Lle
3MEHIIy€ TEeYiHKOBI cumnTomu y moHan 80% JiTel 3 cUMITOMaMu, B CEPEAHBOMY,
BIIPOJOBXK 16 micanis,’’® 30kpema, y mamicHTiB 3 MEYiHKOBOK HENOCTATHICTIO, ane 6e3
nevyinkoBoi eHnedanonatii. [1o0iuHi edekTr MeHInMIaMiHy MOXYTh MPU3BECTH [0
NpUNMHEHHs JiKyBaHHS y 15-30% mnamienTis.??® 2! Tlocuienns HeBposoriuHmx
CUMITOMIB MOXke crocTepiratuca y 14,3% mnanienris i3 XB,2%211212 ocobmuBo y
MAIIEHTIB SIKI MaJli HEBPOJIOTTYHI CUMIITOMU HA MOMEHT MOYATKy JIIKyBaHHS a00 y THX,
XTO JIKyBaBCs aHTaroHicTamu peuentopiB modaminy.?!*?'* Papmi moGiuni edexru
BKJTFOYAIOTh PEAKIIii TIMepYyTINBOCTI, TaKl K TapsyKa, KIpHI BACUTIAHHS, HEUTPOTICHIS,
TPOMOOIIMTOIICHIS, TiM(aeHOMATIs Ta MPOTEiHYypisd. € MOBIIOMICHHS MO0 CEPEIHBO-
Ta JIOBITOCTPOKOBUX HEOAKaHUX SBUII, TaKUX SK MOB’s3aHUN 3 D-NeHiluIamMiHOM
CUHAPOM, MOAIOHMIA O BOBYAKA, TOKCHUYHE YpPaKEHHS KICTKOBOTO MO3KY 3 TSIKKOIO
TPOMOOILIMTOIEHIE0 a00 aria3i€ro, a TAaKOX 3MIHU HIKIPH, TaK1 SIK €1acTo3 nepdopyrouunii
cepnuriHo3Hui, B’sia mikipa (cutis laxa) myxupuaTka, MiIOCKUM Jumai ta aQTo3HUU
cromatut.?!® Tlpemapartu 3amiza MOKHA NPU3HAYATH IEPOPAIBHO MDK IIpUOMaMu
XeJIATYIUMX areHTiB JJis 3ano0iranHs aedinuTy 3ai1i3a, ajie 1e He 000B'SI3KOBO IS yCiX
MAIlIE€HTIB, SIKIIO CHOKUBAHHS 3aJ1i3a 3 DKEIO € JIOCTAaTHIM.
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Jo3y D-nenimuiamiHy clil NOCTYHOBO 30ulblllyBatu: y nited — go 20
MI/Kr/no0y, po3auieHux Ha 2-3 mpuiiomu, y popociaux — a0 1000—1500 mr Ha noOy,
TaKOX PO3AUICHUX Ha 2—3 MPUHOMH, 3 PETEIBHUM CIOCTEPEKEHHAM L10/10 BUHUKHEHHS
no6iuHux edekris. [Ipenapat ciix npuiiMatu 3a 1 roguny 10 abo yepe3 2 roAMHHM MiCIIs
K1 (meTanbHUM Tpadik J03yBaHHsS HaBeJEHO B TabJ. 7). 30UIbIICHHS 103U Mae OyTH
MOCTYIIOBUM Ta 3aJeKaTh BiJ TSHKKOCTI HEBPOJOTIYHOTO CTaHy (HalpUKIA,
MPOJOBKEHO 70 8 THXKHIB 200 JOBIIE). Y NEAKUX KIIHIYHUX CUTYyalIsX (HApUKIad, IpU
I'TIH) no3y HeoOXiqHO 30UIbITYBATH MIBUIIIIE.

TpieHTHH (TpUETWICHTETPaMIH TIIPOXJIOPH]I) CIIOYATKy OyB MPU3HAYCHHUM N5
NaIi€HTIB 3 MOOIYHUMH €(deKTaMU Bij D—HeHiHI/IJIaMiHy216 JlocTynmHUMU € JBiI MOTO
dopmu: Tpientuny aurigpoxiuopun (tpieHTHH-2HCI) Ta TpieHTHH TeTpariipoxXiopun
(tpiertuH-4HCI). 3arajiom TpieHTUH J00pe TEPEHOCUTHCS, ajie HEOOXITHO
KOHTPOJIIOBATH MOXKJIMBI HebaxaH1 Jiii, 30KpeMa ajlepriyHi peakiii, apTpairii, CynioMu
Ta CigepoOJacTU4YHy aHeMilo, 0cOOIMBO IIpH BHCOKHMX mo3ax.’!’” TepameBrudna
edextuBHICT,  TpieHTUHY-2HCl momibma go  D-neninmnaminy, 1mo  Oyno
IIPOJAEMOHCTPOBAHO B KOTOPTI OPOC/INX MALIEHTIB 13 ypakeHHsAM nedinku.?'® Omnucano
nikyBaHHs TpieHTHHOM-2HCI 3 O11bI1 BACOKUM PU3UKOM HEBPOJIOTTYHOTO MOTIPIIECHHS,
HIK JIIKyBaHHS D-NeHilMIaMiHOM Yy TMali€HTIB 3 HEBPOJOTTYHUMH mposiBamMu XB. VY
neaiaTpuaHoOMy qociiikeHH1 TpieHTUH-2HCl, 1110 BUKOpUCTOBYBaBCS SIK TEpaIist APYToi
JIHIT MicH HenmepeHocuMocTi D-nieHinunaMiny, mokpamntyBaB (pyHKITIIO IEUiHKH, ajie He
TOJIETIYBaB CYIIyTHI HEBpOJOriuHi abo mncuxiuni posnagu.?'’ V HemomaBHbOMY
PaHI0MI30BaHOMY BiIKpUTOMY AociimkerH1 TpieHTuH-4HCI, sk miaTpumyroda Teparis
He nocTynascs D-neninmnaMiny Ta 100pe nepeHocHuBcs gopocnumu i3 XB.21

TaodJu. 7. XapakTepuCTHKH Ta OIMC 3aCTOCYBaHHA npenaparis npu XB

Hunk anerar / cyabgar
IMapametp (y mepepaxyHKy Ha D-neninunamin TpieHTHH
eJIeMEHTAPHU A IIMHK)

Hapasi nocrynHi asi
¢popmu: TN-2HCI Ta TN-
AHCITN-2HCI (kancy.au
200 a6o 250 mr):
ITouyatkoBa no3a: 150-300 ITouyatkoBa no3a: 500—750
MT/100Yy 3 IIOCTYITOBHM Mr/mo0y y mite#t, 750—
MIOTIOKHEBUM ITABUIICHHAM 1O 1600 Mr/moby y mopocmux
20 mr/xr/mody y 2—3 npuiioMmu y 2—4 npuiiomu (3

>16 pokiB i Maca Tina >50
kr: 150 mMr/mo0y y 3
NpUHOMU

6—16 pokiB i Maca Tija

Jo3yBanus ) a6o 1000-1500 mr y monoaux MIOCTYIIOBUM TUTPYBAHHSIM
;IS)I(/)I;JMZIS Mr/n00y y 3 Jopociux y 2—4 npuitomu 1o ~20 mr/kr/mo0y)
<6 pokis: 50 Mr/106y y 2 [ligrpumyBanbHa go3a: 10-20 [linTpumyBansHa m03a:
HpI/II‘/JIOMI/I. Mr/kr/mody mo 750-1000 10-15 mr/kr/mo0by (maxc.
Mr/m00y y 2 mipuiioMu 1500 mr y miTeit; 750—
1500 Mr y mopocnux) y 2—

4 mpuitomu TN-4HCI
(xamcyau 150 mr):
IlouaTkoBa no3a:
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unk anerar / cynbgar
ITapamerp (y mepepaxyHKy Ha D-neninnsiamin TpienTnn
eJieMEeHTAPHUIl HMHK)
225-600 mr/mno0y y mitei,
600-975 mr/mody y
JIopociux y 2—4 npuitoMmu
[MinTpumyBanbpHa fo3a:
225-600 Mr/mo0y y mitei,
450-975 mr/nody y
JIOpociux y 2—4 npuitoMu
Cnocio 3a 1 roguny 10 DKi 00 3a 1 romuny 1o ki a6o uepe3 2 || 3a 1 roguny 10 ki abo
3aCTOCYBAHHS || Uepe3 2 TOAWHM MICIIS DK | TOMUHY MIcs DKi 4epe3 2 TOJMHMU Tics i
JloGoBa exckperiist Miji 3
ceuero: 3075 mxkr (0,5—
1,2 MkMonTb)/24 Ton1 Ha L
. . L . || Jo6oBa ekckperrist Mifi 3
IToxa3znuku MiATpUMYyBabHIN Teparrii | [JoboBa ekcKpellis Mifli 3 cedero: )
. . ceuero: 150-500 mxr (3-8
epexTuBHOCTI || PiBeHb IUHKY B 200-500 mxr (3—8 MKkMOI1B)/24
. ) o .. || MKMOJIB)/24 TOI Ha
Tepamnii cupoBartiii >125 MKI/an || roa Ha MATPUMYBaIBHIH Tepamil || . "
. MIATPUMYBaJIbHIN Teparii
Ekckpenis nMHKY 3
ceuero >2 mr/24 roj Ha
MiATPUMYBAIBHIN Teparmii
HHAMIK — — N .
A .a a Hopwmamizarist AJIT mo 1 || Hopmamizartis AJIT mo 6 micsis,|| Hopmamizaris AJIT mo 6
NMeYiHKOBUX S
. POKy MHO — no 1 poky MicsiB, MHO — mo 1 poky
TecTiB
Ilepcucryroue
nigsuieHass AJIT >3x
Moxa3anns xo || BMH ta/abo MHO >1,5; . .
. . ITorana nepenocumicTsh a60 [Torana nepeHocuMicThb
3MiHH IoraHa IMmepeHoCHMICTh C L
. MoOIYHI peaKirii ab0 mo0OiuHi peakiii
npemnapary abo nobiuHi peakiii
(manpukiana, Oulb y
JKHUBOTI)

IIpum.: AJIT — amaninaminorpancdepaza; MHO — MixHapogHe HOpMaii3oBaHe BigHomeHHsS; TN-
2HCI1 — tpientun gurigpoxiopu; TN-4HCl — TpieHTHH TeTpariapoXJIOpHI.

Jlo3y Tpi€EHTHHY CIIiJ TOCTYIIOBO 30UIBIIYBaTH, MOAIOHO 10 D-neHinmmiaminy,
100 YHUKHYTH HeBpostorigHoro noripiieHHs. [{o3a tpieatuny-2HCl y niteit ctaHOBUTH
20 mr/kr/mo0y, po3noaiieHa Ha 2-3 TPUHOMU; IS TOPOCIIHX J103a CTaHOBUTH 750-1600
Mr/n00y, po3noiieHa Ha 2-4 npuitomu (6akano Ha 2 npuiiomn). Jloza Tpieatuny-4HCI
— 600-975 mr/no0y, po3noaineHa Ha 2-4 npuitomu (6axaHo Ha 2 mpuitomu). [1ig gac
Tepamii marieHTaM CJiJi YHUKAaTA OJHOYAaCHOTO TMEPOPAIBHOTO MPUHOMY IMpenaparinB
3amiza. TabmeTku cnmig mnpuidMaTd  HATHIE JUISE  ONTUMAJIBHOTO BCMOKTYBAaHHS
(moxmagHimie auB. Tabn. 7). Y 6aratbox KpaiHaxX TPIEHTHH € MpenapaToM IPyroi JiHii
micist D-nieHinunaMiny yepe3 Horo BUCOKY BapTiCTh.

HuHk iHIYKyEe CHHTE3 METAJOTIOHETHY B €HTEPOIMTAX, YHACIIJOK YOr0 MIiIb
3B’SI3YETHCS Ta YTPUMYETHCS B MHUX KIITHHAX. [licis 3aBEpIICHHS KUTTEBOTO ITHKITY
EHTEPOLIMTH €IMIHYIOTHCS, 110 TPU3BOAUTH 10 BUBEACHHS 3B S3aHOI M1/l 3 OPTaHI3MY.
[{nHK TakoX BIUIMBAE HAa METAJOTIOHETH IeMaTOIMTIB 1 MOXKE MaTH J10JaTKOB1 epeKTH
nerokcukanii mini. [lpenmapatu nMHKY, 3a3BHYail, BAUKOPUCTOBYIOTHCS JIJIsl JIIKYBaHHS
nepuioi JiHii OE3CMMITOMHMX TAll€HTIB Ta i MNIATPUMYIOUOi Tepamii Micis
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MOYAaTKOBOI'O0 BHJAJEHHS MiAl D-neHinunamiHoM abo TpieHTHHOM. MoHoTepanis
IIMHKOM Y MAIi€HTIB i3 CAMIITOMaMH YPa)KEHHS TIEYiHKH 3aIUIIAETECS TUCKYCiitHO0. 22
[Ipenapatu HMHKY, K MOHOTEpamis MepIIoi JIiHIT TPOJIEMOHCTPYBAJIN Kpallui
npoduib MmepeHocuMocTi, HiK D-neHinuiaMmiH, NpU3HAYEHUH OpU PI3HUX MPOsiBaX
XB.207:209.221.222 OQngak, moBimomusIocs Npo Hee(EKTHBHICTH JIKYBAHHS y JiTeH i3
CUMIITOMaMH 3aXBOPIOBaHHsS Me4yiHKU. KpiM TOro, craH mNami€eHTiB, Y SIKUX CTaBCS
peuuanB Ha GOHI MPUHOMY LIMHKY, TOKPAIIUBCS MICIsl TOBTOPHOTO BBEJEHHS XEJIaTOPIB
mini.??72% V nmanienris, sSKi OTPUMYIOTH COJI IIMHKY, MOKE CIIOCTEPIraTUCs MOCHICHHS
HEBPOJIOTTYHUX CUMITOMIB, X04Ya PU3HK BHUJIAE€THCA HUKYHUM, HDK Yy BUIAJKY MpUIAOMY
D-neninunaminy a6o TpieHTHHy. >
IcHye nekunbka JKapchbkux (GOpM cosiei HUHKY: Cylnb(dar HUHKY, alleTaT [UHKY
Ta TJIIOKOHAT IIMHKY. 3aCTOCYBaHHA CYJb()aTy HIMHKY MOB'sI3aHE 3 IUTYHKOBO-KUIIIKOBUMHU
po3najaMu, TaKUMU SIK HYJ0Ta, OJIFOBaHHs, OUIh B eMiracTpajabHIN JUISTHIl, BUPA3KU
CIM30BOI OOOJIOHKM HUTYHKa/ABaHAALSATUIANOI KUIIKM, [0 MOXE TMPU3BECTH 0
IIOraHOrO JOTPMMAHHSA PEXHMMY JIKyBaHHS SK y JiTel, Tak i y mgopocmux.??* Taxi
CHUMIITOMH, 3A€ThCS, CIIOCTEPIraloThCA Pille Ipy IpUitoMi aleTaTy uHKYy. >242%°

Komenmap pobouoi zpynu: na momenm pospooxu yiei Kniniunoi Hacmanogu 6
Vkpaini sk mononpenapam, 3apeccmpo8aHo JNIKAPCObKUll 3AciO 3 MINCHAPOOHOIO
HenameHmoBaHoI HA36010 - YUHKY Cylbgham.

3 iHmMX MOoOIYHMX peakIlii 3a3Ha4eHO aHEeMII0 Ta IiJABUINCHHS PIBHS amiia3u/
JiMa3u B CHUPOBATII KpOB1 0€3 KIIHIYHUX a00 PEHTTeHOJIOTIYHUX O3HAK MaHKPEeaTHuTy.
PexomenmoBaHa /103a IIMHKY CTAaHOBHUTH 25 MT €JIEMEHTApPHOTO IMHKY JUIS JIiTel BIKOM
70 5 pokiB, 75 Mr/mo0y maist aitei crapiioro Biky (<50 kr macu Tina) abo 150 mr/mo0y
JUISL IOPOCIIUX Ta JiTel 3 Macor Tima >50 kr, po3aiieHux Ha 2-3 npuitomu. LIuHK ciif
npuitMatd HaTiie: 3a 1 roauHy g0 a00 Yepe3 2 TOAWHM MICs iXKi, MO0 YHUKHYTH
3MeHIeHHs abcopOtii (Tabu. 7). Jleski HeHTpu BUKOPUCTOBYIOTH KOMOIHOBaHY TepaIrito
IIMHKOM Ta XEJIATYIOUMMH areHTaMH, IO 3a3BUYail He peKOMeHIyeThes. OHAK, SKIO0
Taka KOMOIHAIlsl BUKOPUCTOBYETHCS, JIKAPCHKI 3acCO0U CIIiJ| MPUHAMATH 3 1HTEPBAJIOM
monaitmente 3 roguau.

VY my6aikarisix 6€3CMMIITOMHI NAIlIEHTH ONMUCYBAJIMCA K 3JI0POBI, BUSBIICHI ITi]T
gac CIMEHHOr0 CKpPHUHIHTY, a00 SK Mali€HTH 3 Oe3CMMNTOMHMMH 3MiHAMU (YHKIIii
nevyiHkd ab0o MiHIMaJTbHUMH HEBPOJOTIYHUMU MPOSiBaMU. SIK XenaTyroui areHTH, Tak 1
LIMHK BUABUINMCA €(QEKTMBHMMH Y IIKYBaHHI O€3CHMITOMHHX IaiicHTip,20%210-224-226
Xo4a MOBIIOMIISIIOCA MIOAO €(PEKTUBHOT'O BUKOPWUCTAHHS XENATYIOUMX areHTIB IS
TIKYBaHHS TSOKKUAX ypa)XeHb MEUYIHKH, MU JI0C1 HE MAEMO OJHO3HAYHUX JIOKA3iB I0/I0
uuHKy,207-208.210.217.218.222.227 (Iy gk, Tak 1 X€naToOpu Mimi BUSBMIMCS e€(PEKTUBHUMU Y
JNiKyBaHHI HAL[CHTIB 3 HEBPOJIOTTYHUMY HposiBamu. "

JlocniJi>KeHHsI, TPOBEAEHI Ha ChOTOJIHI, BUKOPUCTOBYBAIM MEPEBAXKHO KIIIHIUHI
Ta OCHOBHI JIaDOpaTOpHI MOKA3HUKW KIHIEBUX TOYOK. DBUIbLIICTh MOCHIIKEHb HE
MOPIBHIOBAJIM P13H1 METOAM JIIKYBaHHS O€3M0CEPEIHBO, 1 TOBIIOMIISIIOCS JIUILE ITPO OJIHE
HaJie’KHE paHAOMI30BaHe KOHTpoJiboBaHe pgociikeHHs (PK][) ommcanux wmeroais
nikysanHa.>!? Jleaki HOBI npemapat OyaM HPOTECTOBAHI Ta IPEACTABIEHI 0€3
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nojankoi peectpanii.??® JloBrocTpokoBuii edexT Teparnii FoTOBHAM YHHOM 3aJICKHUTh
BiJl IOTPUMAaHHS NAllEHTAMHU PEXHUMY JIIKYBaHHS Ta MPaBUJIBHOTO BUOOpY Ipemnapary.
[cHye Kinbka TPUYMH HHU3BKOTO JOTPUMAHHS peXUMy JikyBaHHsA. KiouoBumu
(akTOpamu € HeOCTAaTHS O013HAHICTH PO 3aXBOPIOBAHHS, BIICYTHICTh MIATPUMKH CIM'T,
MOTaHUW MOHITOPUHT METa00JI3MY MiJli JIKapsAMH, HEaIeKBaTHI IEPEXIHI IPOrpamMu Ta
HasBHICTH Helfponcuxiunux posnanis.??>** Hapite BpaxoByroun, mo XB € reHeTHYHUM
MOPYILICHHSIM 31 COPUATIMBUMM pe3yjbTaTaMu JIKyBaHHA Maibke y 85% Bumajixis,
ICHYIOTh TIPOOJIEMHU 3 HE3BOPOTHUMH HEBPOJOTiyHUMH cTaHamu (10 12%), moOGiyHUMHU
peakuisimu Ha Jiku (10 30%), HENOTPUMAHHIM Teparii il 3HWKEeHHS Mial (3 pa3u Ha
JeHb, J0 abo michas iK1, NpUioM IUHKY 0e3 Moioka B 1ki) abo 30epexeHHs
HEBPOJIOTIYHMX CUMITOMIB (110 50% maricnris),33:101:173.231

HeoOxigHi HOBI MeTOAM JIKYBaHHS 3 KpamuM mnpodiseM Oe3neku, OUIbIIOI0
e(eKTUBHICTIO Ta JIETIIUM J03yBaHHS (Hanmpukiana, 1 pa3 Ha JAeHb a00 pa3oM 3 DKelo).
[ToTouni mocCHiKEHHS 30CEpeKeHl Ha: 1) HOBUX MOMKIMBOCTIX (HapMaKOJIOTI4HOTO
NiKyBaHHA>%; 2) KIITUHHINA/TeHHIN Teparii, sKa COpsAMOBAaHA HA BiIHOBIEHHs (YHKII
ATP7B.?3!

Yu cnio nauiecnmam i3 XB pekomendysamu oiemy 3 HU3bKUM 6Micmom mioi?

Pexomenmamii

e [lamientam i3 cuMnToMaTuyHOIO GopMor0 XB peKoMeH10BaHO YHUKATH YaCTOTO
BXKMBAHHS TPOJAYKTIB 13 BHUCOKMM BMICTOM  Mial O JIOCATHCHHS
peMicii/ctabimizalii KIIiHIYHUX 03HAK 1 CHMIITOMIB, OCOOJIMBO MPOTATOM IEPIIOTO
POKY JIKyBaHHS (pieeHb Ookazosocmi 4, cnadbka pekomeHoauis, CUTbHUIL
KOHcCeHcyCe).

e Jlomanpuii ai€eTHYHI OOMEKEHHS IIOJ0 HU3BKOIO BMICTY Midi MOXYTh OyTH
NEPETITHYTI 3 ypaxyBaHHSAM €()EKTHBHOCTI Tepallii Ta SKOCT1 KHUTTS Talli€eHTa
(pieenv ookazoeocmi 4, cnadbka pekomeHoayis, KOHCEHCYC).

Hemae BUCOKOSIKICHUX J0Ka31B €(DEKTUBHOCTI TI€TH 3 HU3bKUM BMICTOM MIifli JJIsI
nikyBaHH1 X B. Bigomo, 1110 00MeXeHHS CITOKUBAaHHS Mill MOKe OyTH BaXXJIMBUM, aJie HE
3anobirae il HaKONMYEHHIO B opraHizmi.??*?3* Tomy il He MOMHa PEKOMEHIYBATH SIK
enuny Tepaniro.?® [lomupeHnMu IpoIyKTaMy, OaraTUMU Ha Milb, € MOJIOCKH, TOPiXH,
YOpPHUHM MIOKOJAJ, KaKao-TOpOIIOK, TpuOM, TMediHka Ta cyOompoaykTu. [Homi y Boi
MOXHa BHUSIBUTH BHCOKY KOHIICHTPAIII0 Mifi, OCOOJHMBO SKIIO JIOMOTOCIOIapCTBO
oOnagHaHe MiTHUMU TpyOaMu. PekoMeHIyeThCs YHUKATH BXKUBAHHS MPOAYKTIB, Oaratux
Ha MiJlb, 10 JOCSITHEHHS KIIHIYHOI pemicii Ta Hopmamizamii 010XiMIYHUX TTOKa3HUKIB
IEYiHKM 3a3BMYail BIIPOJOBK HEPHIOro POKy JiKyBaHHs.> Ilicis 1poro, oOMexeHHs
I0JT0 CTIOKMBAHHS Mii 3MIHIOIOTBCS 3aJI€KHO BiJ] BIIMOBI/II HA TEpaIito, 3aCTOCOBAHOTO
TiKyBaHHS (XE€IaTOpU MiJi MPOTH IUHKY) Ta SIKOCTI XUTTS. J{i€THUHY TIATPUMKY CITiJT
po3rIsAaTH IS ycix mamieHTiB 13 XB, SK J10JaTKOBHH KOMIIOHEHT KOMIUIEKCHOTO
JIKyBaHHS.

YQu cnio 3minumu nouamkogy mepanito (003y ma mun npenapamy) Ricis
00CAZHEHHA 8I0N0BI0I HaA NIKYy8aHHA?
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Pexomennanis

e [licns nocsirHeHHs BIANOBII Ha JIIKYBaHHS MOKe OyTH pO3IJIsIHYTa 3MiHa Tepamii
(3MEHIIeHHs 103U XeJaTopa Mijl, mepexiJ Ha Mpenapatd [UHKY) 3 MIPKyBaHb
CepeHhO- Ta JIOBFOCTPOKOBOI Oe€3neku (pieenb oOokazoeocmi 4, cnadka
PeKomeHnoayis, CunbHUIl KOHCEHCYC).

3MmiHa Tepamii BHUMpaBlaHa KUIbKOMa (AKTOpamH, TaKUMHU SIK €(EKTHBHICTb
JIKyBaHHs Ta MOO14H1 €()EeKTH, a TAKOXK yI0J00aHHAMHU NAlllEHTa, JOTPUMAHHSIM PEXKUMY
JiKyBaHHs Ta OanancoMm Mmini. Lle nutanHs He 0OroBOPIOETHCA B MyOJIKaLIsIX, TOMY MU
HE MOXKeMO 0e3MocepeIHhO OMUCATH, SIK 3MIHIOETHCS J103a MiJ] Yyac Teparii. Y KIHIYHIN
NPaKTHUIl IPEACTABICH] Pi3HI CLIEHApIi JIIKyBaHHA. TUM He MEHII, OCHOBHOIO MPOOJIEMOIO
€ TMIATPUMaHHS ONTHUMAJIbHOTO OajaHCy MIJ1 B OpraHi3Mi. 3a3BU4aii, BIH MOKPAILYETHCS
3 4aCcOM 3aBJISKH 1i BUBEJCHHIO. TOMY MU MPOIOHYEMO KOPUTYBAaTH JI03y XEIATYHOUHUX
are’riB abo IMHKY BIANOBiAHO A0 Oanancy Mial. Llg mpobnema Oyna peTenbHO
00roBOpEHA Yy MO3J0BKHEOMY Hociimkenni Jan Pfeiffenberger Ta crip.?%

[Ipote, HaBITH Y IIbOMY JOCIIIJIKEHH] HE B110OPAXKEHO, SIK 3MIHA 03U KOPEIIOE 3
6amancom Mmini. OHAK JOBrOCTPOKOBI OCIIKEHHS TTOKa3aIH, 10 3 YaCOM Bce OuTbIie
NaIIEHTIB OTPUMYIOTh JIIKYBaHHS IMHKOM a00 TPIEHTUHOM TOpIBHSHO 3 D-
neHimmIaMinom. >

ITicis mocsArHeHH KI1HIYHOI Ta 010XIMIYHOT BIAMOBIA1, BA3HAYEHOI 32 BKA3aHUMH
KpUTEPIIMH, 3a3BHUYail MpUOIU3HO vepe3 6-12 MicAIiB, MAIll€eHTH BCE IIE MOXYTh
OTPUMYBATH MIATPUMYIOUl 103U XEJNATYIOUUX areHTIB ab0 MepexoUTH Ha Mpenaparu
nuHKy.?*® Tpusae niKyBaHHS IUHKOM 3a0e31euye OiIbII CEleKTHBHE BUBEICHHS Mifli Ta
Mae Kpamuii mpodiab MepeHOCUMOCTI, HK XeJIaTyrul areHTH Ta TMOB'I3aHe 3 MEHIITUMU
nobiuaumu eekramu,”>’ ajme He PEKOMEHAYETHCA IIPH LUpo3i. 3 iHmOro OOKy,
HEI[oaBHO OyJI0 IMOKa3aHo, IO TPIEHTHH OyB OJHAKOBO e€(EKTUBHUM Ta m00pe
nepeHocuses, Ak i D-neHinmnamin s miarpumyrodoro JikysanHs XB.2!Y Iminiatusa
I0JI0 3MIiHU JIIKYBaHHS MOJKE€ BHUXOJUTH BiJ Talli€eHTIB a0o OaThKiB Ta ITOBUHHA
oOroBoproBaTHcs 3 JikapeM. O HaK HEMa€e BaroMUX HayKOBHUX JOKa3iB MO0 TOTO, KOJIU

CJTi/T 3MIHIOBATH JIIKYBaHHS Y TAIIEHTIB 3 IEYIHKOBUMH 200 HEBPOJIOTTYHUMU MPOSBAMU
XB.>®

AKy maxkmuky nikyeanna ciaio 3acmocogyeamu y nayicnmie i3 XB 3a
HedocmamHuboi  epekmuenocmi  mepanii  nepwioi  NiHil, NAPAOOKCATIbLHO20
HeB8pPO102IUH020 NOZIPUIEHHA AD0 PO3BUMKY NOOIYHUX peaKyiil?

Pexomennamii

e VY malli€HTIB, Yy SAKUX HE JOCITHYTO JAOCTATHHOI BIAIMOBiII HA JIIKyBaHHS, CIiJ
JICTATBHO OILIHUTHA TMPUXWIBHICTH JO Teparii Ha MiACTaBl MOKAa3HUKIB OamaHCy
Mifi, 1a00paTOpHUX JAOCTIIKEHD Ta KIIHIYHOI KApTHHH (PideHb 00Ka3060cmi 2,
CUIbHA PEKOMEHOaUiA, CUTbHUIL KOHCEHCYC).

e  V marienTiB i3 XB, siki He HOCATaIOTh TOCTAaTHHOI BIAMOBIAI HA TEPAITiiO MEPIIOT
JHI{ MONPHU HAJIEKHY MPUXWIBHICTD /10 JIKYBaHHS Ta LJIbOB1 3HAYE€HHS J0OOBO1
eKCKpelii MiJli 3 ce4ero, a00 y pa3i pO3BUTKY MOOIYHUX PEAKIIH, CJIJT PO3TIIAHYTH
3MiHy Teparii (nepexia 3 D-neHinunaMiny Ha TPIEHTHH 1 HABNAKK a00 3 LIMHKY HA
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XeNaTopu Mifl) (pieenv Ookazoeocmi 2, cuibHa peKOMeHOauis, CUIbHUIL
KOHCeHcyc).

e V mnamenTiB 13 XB, y skux Ha (¢oH1 Tepamii mepmoi JiHii pO3BUBAETHCS
napajoKcajibHe HEBPOJIOTTYHE MOTIPIICHHS, CIIJ PO3IJIIHYTH 3MEHILEHHS 103U
XeJIaToOPiB, CIIOBUILHEHHS TUTpaLii 103 a00 3MiHY Tepanii (3 XelaTopiB Ha UHK
a00 3 IIMHKY Ha XeJIaTopH) (pieeHb O00Kazoeocmi 2, CUIbHA pPEeKOMEHOauis,
KOHCeHcyc).

e  TIIcnin po3rnsaaty IHAMBIAYAIBHO Y MALI€HTIB 13 TPOrPECYIOUUM MOTIPIIEHHIM
HEBPOJIOTIYHOT CHUMITOMATHUKHA, HE3BAXKAIOYM HA MIOHAWMeEHIIe 6 MiCsIliB
ONTUMI30BaHOT MEIMKAMEHTO3HOI Tepamii (pieenv Ooxazoeocmi 2, cuivHa
PeKomeHnoayis, KOHCEHCyc).

Skmo miarHo3 IMOCTaBICHO Ha PaHHIN CTaail, 10 PO3BUTKY IMPOTPECyHOYOro
3aXBOPIOBAHHS TICYIHKH a00 TOJOBHOTO MO3KYy, 1 TAIlieHTH J00pe JOTPUMYIOTHCS
(dapMaKoJIOTIYHOTO JIIKYBaHHS, CIPHUATIMBUN PE3yJIbTAaT JIIKYBaHHS CIIOCTEPIra€ThCs
Maibke y 85% BuUmajakiB, a TpHMBala BHKMBAaHICTh cTada HopMmoro.>??* Mapkepu
nuchYHKIIT MeYiHKU TOKpamyoThes y noHaa 90% mnartiieHTiB, 3a3Bu4ail, BIpOJOBXK 2—6
MICSAIIIB, TOJI1 SIK KJIIHIYHE HEBPOJIOT1UYHE OKPAIIEHHS CITIOCTEPIraeThCsl MpUOIU3HO y 50—
60% mnamicHTiB BIPOJOBXK TpUBaJimoro mepiogy 4acy (1-3 poku).>*%2*? HemonasHiii
MeTa-aHajli3 16 KOropTHHUX JOCIIKEHb, 10 BUBYAIU €(EKTUBHICTh D-NeHinuIaMiny
a00 IMHKY, MOKa3aB, 10 3arajlbHUM MOKa3HUK MOKpAIeHHs B yCixX maiieHTiB i3 XB 3
cumrnroMamu ctaHoBuTh 78,0% (95% I 70,8%—85,2%). V mnaiieHTiB 13 MEYIHKOBOIO
dopmoro XB 3 cumnromamu Ta HeBpoJioTidyHOKO (hopMoro XB 13 cumMnToMaMu CyKYITHI
MOKa3HUKH TTOKpaIeHHs cTaHoBIATh 76,0% (95% Al 59,0%-92,0%) ta 74,0% (95% Al
66,0%—-81,0%) BinmoBigHo.>??

HesBaxkaroum Ha XOpOIIMHA 3araJibHUN pe3ysibTaT, Tepamis MepIioi JiHii Moxe
IPU3BECTH Y JCAKUX TAIEHTIB JI0 HEJOCTAaTHHOI BIAMOBIAI Ha JIKyBaHHSA 3
JEeKOMIICHCAIli€l0  (PYHKIII TMEYiHKA Ta IIOCHJICHHSM HEBPOJOTIYHMX PO3JIaJiB
(14,3%),211:212243 5c06nMBO y MALEHTIB 3 HEBPOJIOTIYHUMHU YPAKEHHAMM Ha IIOYATKY
JiKyBaHHs a00 THX, XTO OTPHUMYBaB aHTAaroHiCTH M0(aMiHOBHUX perenTopiB, abo MaB
no6iuni peakuii Ha jiku (70 30%).4¢21321 TTinxomoMm € perenpbHa cHCTEMAaTHYHA OLHKA
OloXiMI4HOI BIAMOBIAI Ta KUIBKICHUH MOHITOPHHT CHMIITOMIB 32 JOTIOMOTOIO
BaJIlJOBAHUX IIIKaJI.

SKIo mnamieHTH He JO0CITaloTh JOCTaTHBOI BIANOBIMI Ha JIIKyBaHHS, CIIiJ
JETAIBHO JNOCTIAUTH JOTPUMAHHS PEXHUMY JIKYBaHHS, OCKUIBKH IMOTAHE JOTPUMAHHS
pexuMy JiKyBaHHs crocrepiractbcs y 50% mnanientis i3 XB,2%%42% { ¢ wgactoro
IPUYMHOIO ToripmeHHs abo HeaxeksaTHoi Bigmosini.?*%?* Tlpuumam noranoro
JOTPUMAHHS PEKHUMY JIIKYBaHHS YHUCJICHHI: HEIOCTaTHI 3HAHHSA TPO 3aXBOPIOBAHHS,
MICUXOJIOT1YHI1 TPYAHOIIL, TATAp MPUHOMY JIiKiB 2 a00 3 pa3u Ha JeHb Mo3a iXKero, Mo0ivHa
s JTKIB, BIICYTHICTh MIATPUMKH CiM’1 Ta HEPETYISAPHUNA MOHITOPUHT JIIKAPSIMHU PIBHS
Miai. PetenbHe crocTepekeHHs 3a mepediroM JIIKyBaHHS; MOHITOPUHI METa0odi3My
mini,?% mo6iunoi aii NiKiB Ta 3aly4eHHs MaLi€cHTa IO HPOLECY JIKyBaHHS, Pa3oM 3
MICUXOJIOTTYHOIO MIATPUMKOIO Ta/ab0 OCBITHIMH MpOrpaMamMu, MOXKE MOKPaUIUTH
NOTpUMAHHA pexuMy IikyBaHHA.2%?*  Jlna 3abesnmedeHHs JOTPUMAHHS PEKHMY
MOKUTTEBOI Tepamii, cxema JIIKyBaHHS Mae OyTu sikomora mpocTimow. CHpoliieHHs
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NIATPUMYIOUOi Teparii HUIIXOM BUKOPUCTaHHS OJHIET 0OO0BOI J03UM MOXe OyTH
XOpOILKMM BapiaHTOM, ajie i MIATBEPIKEHHS NOMI0HOT €(pEeKTHUBHOCTI MOTPiOH1
MOTAJIBIII JOCTiKeH s, 24724

HasiBHiCTh MmOO14HOI 11 y JIIKIB TAKOX € MOTEHUIAHOK MPUYMHOIO MOTAHOIO
JOTPUMAHHS PEKUMY JIIKYBaHHSI Ta MOXE MPU3BECTH A0 KIIHIYHOTO 3arocTpeHHs. D-
MEHIWIaMiH epEeKTUBHO 3ano0irae mporpecyBaHHIO 3aXBOPIOBAHHS Y JIITEH Ta TIOPOCIUX
13 XB, anie HenepeHOCUMICTh Ta cepiio3H1 MO0I1YH1 €(hEKTH, SIK OMMCAHO PaHIIIe, MOXKYTh
IPU3BECTH 10 BigMinu npenapaty y 15-30% Bumaixis sk y miTel, Tak i y gopocmux.2%%-
210 Tenyrors mokasu Toro, mo D-TeHinuIaMid MOKe IOPYLIYBaTH OKHMCHO-BiJHOBHHI
romeoctaz3 H»O, (depe3 TumMYacoBy, ajie MOBTOPIOBAHY IHAKTHUBAIIID KaTajazuw) Ta
IHIYKYBaTH OKCHUJATUBHHMA CTpPEC, IO MOXKE YAaCTKOBO MOSCHHUTH JACSIKI 31 MIKIJJTMBUX
eeKTiB, IO CHOCTEPIrarThCA INPU 3aCTOCYBaHHI IBOTO JIKapchbKoro 3aco0y.2!!20
TpienTnH a60 HMHK e(EeKTUBHI y 3amoOiraHHl HaciiAKaM mepepuBaHHs Tepamii D-
neHinuiamMinom.”! % TpieHTMH Mae Kpamuii Opodiab NEPEHOCUMOCTi, HiK D-
NEHIUIaMIH, alie JesiKi Mo01yH1 edekTH (Hya0Ta, MKIPHUI BUCHUII, KOJIIT, aHEMIsI TOIIO)
MOXYTh TPHU3BOJUTU N0 3MIHU JikyBaHHs. LluHK, sk MOHOTepamis mepmoi JiHii
IIPOJIEMOHCTPYBAB KpaIuii pod i1k MEPEHOCUMOCTI, HK D-TIeHiIuIamMin npu JiKyBaHH1
pisaux ¢opm XB.207:209221.251.254 Ochopuumu  moOiuHMMHM  €pEKTAMH € LLTyHKOBO-
KMIIKOBI, BKJIOUA0YH HYIOTY, OIFOBaHHS Ta 6ilb y sKMBOTI 24254725

Ha croromni He O6yno mposeneHo xoauux PKJI momo MoHoTepamnii mepioi Ta
npyroi miHii mikyBaHHsS XB. Ilpore Hapasi BemyTbcsi poOOTH MIOJO0 TPOBEACHHS
KIIHIYHUX JOCHIKeHb XB /1s1 MOpiBHAHHS €(PEeKTUBHOCTI Ta 0€3MeKH PI3HUX METOIIB
mikyBanHs.>>’ HeszaneHO Bif NPUYMHU Mepexogy Ha JIKyBaHHSA JPyroi JIiHii
(HemocTaTHS BIJNMOBIAL HA JIIKYBaHHSA, IMOCHWJICHHS HEBPOJOTIYHHUX CHMNOTOMIB abo
no6iuHi edexTu Bia Tepamii mepinoi JiHIT), BUOIp Tepamii MOBHHEH Oa3yBaTHUCS Ha
dbenoTui namieHTa. Yepes pizHi MexaHI3MHU J1i XeJIaTOPIB Mifl Ta COJIel IIUHKY, MepexXij
BUMara€e Tepioy TEpeKpUTTs] Ta TMOCHWICHOro MOHITOpUHry. JKomHe Benmke
JOCJTIJDKEHHSI HE BUBYAJIO ONITUMAJIbHI CTpATET1i Mepexoay MiX JIIKApChKUMU 3aco0aMHu.

VY mari€eHTiB 13 ypaXeHHSM IMEUYIHKHA 1 HASBHICTIO TOCTPOi FreMOJIITUYHOT aHeMIi
a6o ©Oe3 Hel, miaXia 10 JIKYBaHHS BHM3HAaua€ TSOKKICTh 3aXBOPIOBAHHS ICYIHKH.
BasiioBaHi OmiHKM JOMOMAararTh JIIKapsSM OIIHUTH, YM € YacOBl paMKH JJIS IHIIOTO
MEINYHOrO BTPYYaHHs JOCTaTHHO IIMPOKUMH, Y € HeoOXimHowo tepminosa TIL.!% TII
MOke OyTu po3risiHyTa y Bumagkax XB nHa cramii ['TIH a6o xomm cmoctepiraerbcs
nporpecyBaHHs AMC(YHKII II€YiHKM, HE3BAXKAIOYM HA MEIUKAMEHTO3HY Tepamiro.*®
Axmo TII He mokaszaHa, IONUIBHUM € BHUKOPHUCTAHHS ajlbTEPHATHBHOTO XejaTopa
meni 218219258261 Xenaryioui areHTH BCTaHOBIIOIOTH HErATHBHMI OaNaHC Mijli IIBHILIE,
HIX COJIl IIMHKY, 1 MOHOTEPAIIis IMHKOM MO€E BUSBUTHCS HEIOCTATHBOIO JIJIST KOHTPOJTIO
3aXBOPIOBAHHS TMEYIHKH y MATPYMi 1ux marieHTiB. Kpim Toro, ocobwu, siki mepeHecin
PEIUANBY Ha TII1 MPUHAOMY IIUHKY, TPOJIEMOHCTPYBAIHA TIOKPAIIIEHHS TICJISI TOBTOPHOTO
BBEJICHHS XeNaTyrouux areHTris.’’’??® YV nemiaTpuuHOMY IOCHIIKEHHI TPIEHTHH, IIO
BUKOPHUCTOBYBABCS, SIK TEparisi Jpyroi JiHii micjisi HemepeHOCUuMOCTI D-neHinuiaminy,
OyB TakuM ke e(QeKTUBHHM, sK 1 D-meHinumamiH, a AOCHIKEHHS Ha HEBEIUKIN
HOMyJIAii BKa3ylOTh Ha MOKpameHuil npodins nobiuamux edekris.’!” Tum He MeHme,
MOBIIOMJISITIOCS, 110 MOHOTEpaIlisi HMHKOM Oyna e(eKTUBHOI, SIK allbTepHATHUBHUM
BapIaHT JIIKYBaHHS JEKOMIICHCOBAHOTO 3aXBOPIOBaHHS IEYIHKH, MOB'si3aHOro 13 XB y
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HEIOJaBHEOMY 3BiTi mpo Bumanku.’? Kpim Toro, HemomaBHiii MeTaaHamis, IO
MOPIBHIOBAB BIUVIMB D-neHINMIaMIHy Ta LIMHKY, OKa3aB, IO 111 IBa BapiaHTH JIIKyBaHHS
JE€MOHCTPYIOTh MOJI0HY €()EeKTUBHICTD Y JIIKyBaHHI Me4iHKOBOi (opmu XB (BigHOCHUI
pusuk 0,98, 95% 11 0,86—1,12; p = 0,765). BaxxsinBo 3a3Ha4nTH, 110 Teparis MepIIoi Ta
npyroi ninii 6yna 06'eqHana B aHamizi.??

HemonaBHiii Merta-ananiz 32 peTpOCHEKTUBHUX AOCIIKeHb (217 BUMAAKIB)
MOKa3aB, 110 PaHHE HEBPOJOTIYHE MOTIPLIEHHS Ha Tl Tepamii mepumoi JiHii — 1o
BI/IMOBI/Ia€ TOTIPIICHHIO J0 6 MICAIIB MICIS MOYaTKy JIKYBaHHS 3 XejaTorepamnii —
cnocrepirasiocst y 14,3% mnarienTiB i3 XB Ta nepeBakHO y MAII€HTIB 3 MMOYATKOBUMU
HEBPOJIOTTYHUMH ~ HEBPOJIOriuHMMH  cumnToMamu  (21,8%).2'2  ®dakropu pusuky
BKJTIOYAIIM TSOKKE HEBPOJIOTIYHE YpaXCHHS Ha IOYaTKy 3aXBOPIOBAHHA (OCOOJHMBO
JTUCTOHISI), YpaKeHHs CTOBOypa MO3Ky Ta Tainamyca Ha MPT, mononmuii Bik mo4atrky
3aXBOPIOBAaHHS Ta OJHOYACHE 3aCTOCYBaHHS AHTHICUXOTHYHMX mNpemaparis.?!®2% Y
OUTBIIOCT1 BUMA/AKIB MOTIPIIEHHS! HEBPOJIOTIYHOIO CTAHY CIIOCTEPIrajucs y Mali€HTIB,
ski orpumyBanu D-neninunamid (70,5%), Ta Habarato piamie — TpieHTiH (14,2%) abo
com mMHKY (6,9%); Ha OCHOBI JaHUX HEMOXJIMBO OYyJ0 BH3HAYUTH, YU PHU3HK
MOTIPIIEHHS BIIPI3HAETHCSA 3aJI€KHO Bi Teparii.2 12 JlocmimkeHHs, 0 30Cepe/KeH] Ha
Teparnii Apyroi JiHii AJIg Mali€HTIB, Y SKUX CIIOCTEPIraeThCs HEBPOJIOTTYHE MOTIPIICHHS,
HE3BaXKAl0UM Ha TOYATKOBE JIIKYBaHHs, OOMEXeHi. PeTpocneKkTuBHI AOCIIKEHHS 3a
y4dacTio AiTell Ta qopociux i3 XB, y AKuX crocTepiraiocs HEBPOJIOT14HE MOTIPIIEHHS MY
gac Tepamii D-neHinuiaaMiHOM, TPUIYCTHIM, 10 €(QEKTUBHOrO JIIKyBaHHS Ta
MO3UTUBHUX PE3YyJbTaTIB MOXKHA JOCITTU 3a JOTIOMOI'OI0 3aCTOCYBAaHHS TPIEHTHHY a00
muHKy. KpiM Toro, HeBenuKi MOMYINAIIMHHI TOCTIIKEHHS BKa3ajdd Ha HIKYY YacTOTY
no6iuanx edexrip.?!’*? HemonasHili MeTa-aHai3, IO IOPIBHIOBaB e()EKTHUBHICTH
JNiKyBaHHsA D-mieHIMIaMIHOM Ta COJIAIMH IIMHKY Y TIAIIEHTIB 3 HEBPOJIOTIYHUMH
IpOosIBAMH, aJie JIe MOEIHYBAIKCS Tepallii Mepiioi Ta Ipyroi JiHii, ToKas3as, 10 PIBEHb
BIJINTOB1JI1 HA XeJaToTeparnito OyB y TOMY X Jiana3oHi, Mo ¥ JJIss MOHOTeparii IIMHKOM
(BimHoCcHUM pusuk 0,83, 95% I 0,40%—1,75%; p = 0,632).

3Be/IeHHI TOKA3HUK MTOKPAIIEHHS Y T'SITH JOCIIHKEHHS X, IO TTOBIIOMIISUIN 1100
TaHuX €(EeKTUBHOCTI JJIsSI MAIliEHTIB 3 HEBPOJIOTTYHOKO dopmoro XB, sKi oTpuMyBasn
nikyBaHHs D-neninmmnamin, craHoBuB 56,3% (95% I 37,5%—75,1%). Ha npotuBary
IbOMY, 3BEJICHUI MOKA3HUK MOKPAIIEHHS Y TPhOX JOCTIKEHHSIX, 0 MOBIOMIISLIIA MTPO
JKyBaHHS COJISIMU IIMHKY TAIlIEHTIB 3 HeBpoJjoriyHoto ¢opmoro XB, cranosus 80,2%
(95% A1 67,2%-93,2%). OTxe, coii IUHKY, MOXJIHBO, MAalOTh BUINY €()EKTHUBHICTh, HIXK
D-neninunamin, y mepurii abo napyridi JiHIT Tepamii MaImi€eHTiB 3 HEBPOJIOTIYHHUMU
nposBamu XB.???

JIJst MaIi€HTIB, Y SIKAX CIIOCTEPIra€ThCsl MOCUIICHHS HEBPOJIOTIYHUX CUMIITOMIB
M1 9ac Teparrii mepuioi JiHii, peKOMEHI0BaHO 3MEHIIICHHS JTO31 XEJIATOPy Ta MOCTYIOBE
il 30UTbIICHHS («IMOYMHATH 3 MaJMX J03 Ta MOBUILHO iX 30LIBIIYIOYHY) pa3oM i3
NPUIMHEHHAM IIPUMOMY aHTAroHIiCTiB  peuenrtopis  modpaminy.*®?'2 VYV pasi
HEe(DEKTUBHOCTI, PEKOMEHIIYETHCS PO3TISHYTH MOKIMBICTh TEPEXONy Ha BTOPUHHE
XeJlaTyroye JIIKyBaHHs (MK XeJaTOpaMH Mijil Ta 3 XeJIaTOpiB Ha IIMHK), HE3BAXKAIOYU HA
BIICYTHICTh YITKUX JOKa31B 3 MOPIBHAIBHHUX JOCIIKEHDb JIIKYBaHHS, 110 TOPIBHIOIOTH
nito D-neHinuiamMiny, TPIGHTUHY Ta LIUHKY Y NAI[I€EHTIB 3 HEBPOJIOTTYHUMHU CUMIITOMaMH.
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[cHYIOTh O3HaKM TOrO, IO LUMHK 1 TPIEHTHH MOB’Si3aHI 3 MEHLIOK KUIBKICTIO
no0iYHUX e(EeKTIB 1 HWKYUM BIJICOTKOM NPHUIIMHEHHS JIKYBaHHs, HDK Tepamis D-
NEHIMIAMIHOM, X042 BOHM 01HAaKoBO edexTusHi. 21252284 Oke, nunuk a60 TpieHTHH
TAaK0X MOXXYTh BHKOPHUCTOBYBATHUCS, SIK Tepamiss Apyroi JiHII JJi MAlll€HTIB, y SKUX
BIIOYBA€ThCS TOCHJICHHS HEBPOJOIIYHUX CHMITOMIB, HE3BaXKAIOUM HaA JIIKYBaHHS
NepILOi JiHi.

Ax ocranHii BapiaHT, TII Moke po3risgaTtucs y BUIAAKY MNPOrPECHUBHOTO
MOTIPIIEHHS] HEBPOJOTIYHOTO CTarycy alo y pa3l BUHUKHEHHS HEpO3pIlIyBaHOI
HEBPOJIOTIYHOT CHUTYyalii mij yac akTuBHOI Xenatorepamii 2% (gus. 2.10). Jns ouiHku
TSKKOCTI 3aXBOPIOBAHHSA Ta HOro mepediry peKOMEHAYIOThCS 00’ €KTHBHI KIIIHIYHI Ta
PEHTIeHOJIOT1YHI METOIM OLIHKM, Taki Sk mkana UWDRS Ta HamiBKUIBKICHA IIKala
MPT ronosroro mosky.””!"#178 Kom6inanis D-neninmnaminy Ta mpenaparisB HUHKY €
e(eKTUBHOIO JJIs JIIKYBaHHS CHUMIITOMIB Yypa)XX€HHS TMEYIHKM Ta HEBPOJIOTTYHUX
CUMIITOMIB, ajie YCKJIAJHIOE JOTPUMAHHA pexuMmy JikyBaHHs. Ll komOiHamiss He
BMBUanmacs sK tepamisg apyroi minii.’°® CRISPR/Cas9-omocepenkoBaHa KOPEKIis
ToukoBUX MyTaiiii ATP7B € MOXIMBOIO Ta MOXXE MaTh TMOTECHIAN Ui KIIHIYHOTO

BHKOpHUCTaHHs. 2726

Yu noxazanuil ne6HuUIl nepiod MeOUKAMEHMO3H020 NIKYy8aAHHA (Xenamopu aoo
yunk) nayiecnmam iz XB ma oekomnencoeanum uyupozom nepeod HANPAGIEHHAM HA
Tir?

Pexomenganis
e [lamieHTH 3 JACKOMIICHCOBAaHUM IUPO30M Npu XB MOXYTh BIiANOBIZATH Ha
MEIMKaMEHTO3HY Tepalliro, 3a3BUUail Mmicyisi ToHaa 3 MICSIlIB JIIKYBaHHS, OJIHAK
napajieJIJbHO BOHHM TOBMHHI OYyTH OIliHEHI IIOJO0 JOIUIBHOCTI TpaHCIUIAHTAIlli
NIEYIHKH (pigeHb 00Ka3060cmi 3, CUNIbHA PEKOMEHOAUIsA, CUIbHUIL KOHCEHCYC).
OyHKIIIS MMeYiHKKA y MaIiedTiB 13 XB Ta J1eKOMIEHCOBAaHMM IMPO30M IECUIHKU
MOYKe€ TOKpalyBaTics Ha (QoHi xenarorepamii.*® OxHak Ha HMOBIpHICTH BiANOBiLi Ha
JiKyBaHHS BIUIUBAE HU3Ka (aKTOPiB, TAKUX SIK BIK MAI[I€HTa, IEPEHOCUMICTD JIIKYBaHHS
Ta cTyminb aucyHkuii newinku.?>?’° YV namienTiB i3 XB Ta I1eKOMIIEHCOBAaHHUM
IIUPO30M, 3a3BUYAll, BIIMIYAETHCS TIMOATBLOYMIHEMIsl Ta KOAaryJomaTis, yCKIaaHSHHS
nopTajgpHOI TimepTeH3ii, Taki, SK acuuT abo TmMediHKoBa eHiedanonatis Ta
xoBTaaun.?’! i manienTy, 3a3suyaii, crapii Ha 1020 pokis, Hix namienTn 3 I'TTH,2
mo 30UTbIIlyE PHU3MK BIICYTHOCTI BIAMOBIAI HA JIKyBaHHSA. Y TAIlEHTIB 3
JICKOMTIICHCAITI€I0, K1 OTPUMYIOTh MEIWKAaMEHTO3HY Teparito, HEOOXITHO PEeTEeIbHO
KOHTPONIOBAaTH (YHKI[IIO TICYIHKM Ta PO3BUTOK JIEKOMIICHCAIli Yy BIIIUICHHIX
TPETMHHOrO piBHA 3 goctymoM gm0 TIL?”? HemonasHo s HalieHTiB i3
JEKOMIICHCOBAaHMM 3aXBOPIOBAHHSM IICUIHKH OyJia 3amporoHOBaHA «KOMOIHOBaHa)»
Tepamis 1o mepeadavyac OJHOYACHE 3aCTOCYBAHHS IUHKY 3 D-meHinumaminom, abo
TPICHTUHOM, SK IHTCHCUBHUM PpEXKHM I TAIIE€HTIB 13 JEKOMIICHCOBAHUM
3aXBOPIOBAHHSIM neuinku.®* Opnak, MOTPIOHI MOAAMBINT JOCIKEHHS IS OI[IHKH
KJITHIYHOT KOpHUCTI 11i€1 npakTuky. [amiertam 13 XB Ta 1eKOMIIEHCOBAHUM ITUPO30M, SIK1
HE BIANOBIAAIOTH Ha Tepamilo abo HE MEePEeHOCATh ii, CIiJ HEraHO pPO3TJIAHYTH
moxnuicts TII. 273
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[IporHocTUyH1 CUCTEMHI OIIHKH, TaK1 siKk HOBUH iHAeKC Binbcona (NWI), MOXyTh
JIOTIOMOITH BUSBUTH IMX mamienTis.'® Ilg ominka npucporoe Gamu 3a pisens 36 B
cuposarui kpoBi, ACT, MHB, KibKICTh JEHKOIMUTIB Ta CUPOBATKOBOMY aJIbOYMIHY.
banu, npucBo€eH1 KO)KHOMY 3 LIUX 11’ SITH MapaMeTPiB, MICYMOBYIOThCA AJI1 OOUMCIEHHS
3arajgpHOro Oany. 3aranbHuil O6an >11 mnepegbavae BUCOKMH pHU3HK cMepTi 0Oe3
nepecaaku. Baxxnuso, mo NWI MaB Bully [1arHOCTHYHY TOYHICTbH 1 HUKYHM piBEHb
MMOMHWJIKOBO HEraTUBHUX pe3ynbTariB, HiXK Nazer i MELD (Mozaens TepMmiHanbHOT cTafli
3aXBOpIoBaHHA nevinku).”’ [IpocnektuBHa ouninka NWI y mamieHTiB, sKi OTpHMYIOTH
TEpaIio, MOXKE MOKPALIUTH MPOTHO3YBAaHHSA TPAEKTOPIl 3aXBOPIOBAHHA Ta MOTpPeOU B
TpaHcrianTanii. 54

Cepii BUINaaKiB Ta HEBEIMKI 0OCepBalliiiHl JOCTIIKEHHS CBIIYATh MPO Te, 110
niani3, miasmadepes, anbOyMIHOBHI Jiaji3 Ta MIa3MOOOMIH Y BETMKOMY 00’ €M1 MOKHA
po3MIsiAaTH, SIK TMEPeXiJHY Tepamilo 0 Mepecajkyd MediHku y mnamieHTiB 13 ['TIH,
1oB’s13aH010 13 XB, 0c06IMBO AKIIO B IU1a3Mi BUSBIIEHO HA/UIUIIOK Mini.>”>27® TTokazaHH
JI0 TaKoi Teparii y Malie€HTiB 3 JEKOMIIEHCOBAHUM IIUPO30M MEYIHKHA OOTOBOPIOETHCS Y
MDKIUCIUIUTIHAPHIN Tpymni Ta 1HAWBIAYaJbHO 1, 3PEIITOI, 3aJCKHUTh BiJl MICIIEBOI
JOCTYIMHOCT1 Ta A0cBiny. OMHAK CHiJ MIJAKPECIUTH, M0 JOCTYIHICTh TaKUX METOJ1B
Teparnii He TOBUHHA MEPEIIKOKaTH ad0 YMOBUILHIOBATH OILIIHKY MOxJuBOCTI TII a6o
JOCTYI 10 CIIUCKY OYiKyBaHHS.

Axa makmuka 1iKy6anHa pekomeHooeana y Hcinok iz XB nio uac eazimnocmi
ma 2pyoHo2o éuz0008y8anus?

Pexomenganis
e AHTHMIZHY Tepamito CJiJ NPOJAOBXKYBAaTH IIiJi 4Yac BariTHOCTI Ta T'PYIHOTO
BUT'OJIOBYBaHHS (pieeHb 0oKkazoeocmi 4, cnadka pexomenoayis, KOHCEHCYC).

PenponykTBHE 3I0pPOB’S € BAXKIMBUM JUIS KIHOK JITOPOJHOTO BiKy 3 XB.
BincyrnicTes nikyBaHHS XB migBuiye pusuk O€3IUIiAAsA, BUKHIAHIB, TNEpPeAYacCHUX
II0JIOTiB Ta IEPUHATANbHOI cMepTHOCT.®® 3 monan 800 3apeecTpoBaHMX BariTHOCTEH
npubnuzHo y 450 kKiHOK, sKi cTpaxmaroTh Ha XB, 21,7% mpusBenu 10 CIOHTAHHUX
aboprtis, 1 Maiixe 70% LMX BUNAIKIB CTANINCA y HENIKOBAaHUX mamieHTok.?’’ JKiHku 3 He
niarHocToBaHo0 XB MaroTh y 2,8 pa3u BUIITUN pU3UK BUKHUIHS IOPIBHSIHO 3 TAIlIEHTKAMH
3 BCTAHOBJIEHMM JiarHo30M XB, ski orpumyBanu jikyBanHs.>’® Takoxk Ha cTaH 310pOB’s
Martepi MOXe BIUTMHYTH BariTHICTb. Y TOH 4ac, Ik 0OMEeKeHEe Ta THMYACOBE ITiIBUIIICHHS
piBHA TIEYIHKOBUX (PEPMEHTIB MOXX€ BHHUKHYTH Y BariTHHX JKIHOK 31 CTaOUTHHUM
nepedbiroM 3axXBOPIOBAHHS, CEPUO3HE TMOTIpIICHHS (YHKIII MEYiHKH CIOCTEPIrasocs
MaiKe BHUKIIOYHO y THX, XTO MaB HEKOHTPOJbOBAHWH pPiBEHb Mimi, a00 paHime He
OTPUMYBAJIU NpenapaTy I ii 3HmkxenHs,> 2% a6o micns npunuHeHHs nikyBanHs. 2%

[TocuneHHsT HEBPOJOTIUHUX CUMIITOMIB BUHUKAE nuiie y 1% BariTHOCTeH, aie
Moxke Oytn He3BopoTHHM.?S?! KopucTh niKyBaHHS 118 3HMKGHHS Mimi I dac
BariTHOCTI MEpeBaka€ TOTEHIIWHI PU3UKM IS IUJI0JA. 3arajibHa  YacTKa
MEpPTBOHAPOIKEHUX JITEH Ta BPOIKEHUX BaJl Y BariTHOCTAX *IHOK 13 XB mopiBHsIHHA 3
OYIKyBaHOIO TpH BariTHocTsAX O0e3 XB. Jlokasum mnoTeHIiiHOi TepaToreHHocTi D-
MeHIIUIaMiHy, TOB'SI3aHOT 3 Je(QIIUTOM Midi, OTPUMYIOTh y AOCIDKEHHSIX Ha
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TBapHHAaX,’%? Ta MOBiOMIEHHS MO0 BPOIKEHUX BaJ PO3BUTKY y JIOACH (HAIpUKIa,
ne(EeKTH CIONYy4YHOi TKAHMHM MOB'A3aHi 3 HaWBMIIMM [03yBaHHAM).233 2% TloxiGHMM
YUHOM TE€PAaTOT€HHICTh TPIEHTUHY Y LIYPIB ONMOCEPENAKOBYETHCA HU3bKUM PIBHEM Ml y
wiona,”®® ame Hemae KoOHMX IPoOJIEM 3 OE3MEKOI0 IS BariTHUX JKIHOK IIPU
crangapTHoMy a03yBaHHi.?’"*7 Vapuuili pusvKk HaJAMIPHOIO XeIaTyBaHHs, [IO BILIUBAE
Ha PO3BUTOK IUIOJA, MPHU3BIB J0 KOHCEPBATHBHOI PEKOMEHMAIlli 3MEHIIUTH 03y
XeIaTyIOUUX areHTiB Mili BIIPOMOBXK MEPHIOro TpumMecTpy. *6:173:277:278.287 1ypk 3a3puyai,
BBAXKAETHCA OE3MEYHUM IIiJ] Yac BariTHOCTI, X04a MOBIAOMIISIIOCS PO BPOIXKEHI BaIU Y
HEJIOHOIEHNX HEMOBJIAT KIHOK, AKi OTPUMYIOTh IUHK, 238289

XKinku 3 XB, siki maHyIOTh BariTHICTh a00 BXKE BariTHI, MOBUHHI epeOyBaTH i
pPETeTPHUM HAIJIAIOM Ta OTPUMYBATH MiATPUMKY MJIs TIOYaTKy ab0 TMPOJOBKEHHS
xenaroTeparii. CiiJl yHUKaTH BHYTPIIIHHOMATKOBUX CITipajiei.

O6mMmexxena iHdopmMmarliss Bkazye Ha Te, 10 D-meHinuiaMiH Ta TPIEHTUH HE
IIPOHUKAIOTh CYTTEBO [0 IpyaHoro mouoka.>” Hi xenaryroui arenTu, Hi [MHK CYTTEBO HE
BIUIMBAIOTH HA BMICT Mii y TpyaHoMy Monomni.””! Omxke, HeMae 10Ka3iB IPOTUIIOKA3aHb
JUIS TPYTHOTO BUTOJOBYBAHHS MaTepsM, SIKi OTPUMYIOTh XEJIaTyl04i areHTH.

Ake cumnmomamuune niKyeamHs pekomenHoyemvca nayicnmam i3 XB ma
He8pO02iuHUMU Ma/ad0 Heuponcuxiunumu poziadoamu?

Pexomenmamii

e Crnenudiyna tepamiss XB (Xxematopu Ta cojii IUHKY) JO3BOJISIE TMOKPAIIUTH
HEBPOJIOTIYHI Ta HEHPOIICUXIYHI MOPYIICHHS, OJJHAK MOXe OyTH HEJOCTaTHHOIO
JUTSE IX TIOBHOTO KOHTPOJIIO; Y TAKMX BUIIAJKAX CJIIJI PO3TIIAIaTH CUMIITOMATUYHY
Teparnito (pieeHv 00Kaz060cmi 2, CUIbHA PEKOMEHOAUIA, CUTbHUIL KOHCEHCYC).

e (CumMmmnroMaTUyHE JIIKyBaHHS HEBPOJOTIYHMX pO3JaJiB IOBUHHO BKJIIOUYATH
dapmakoTeparrito, iH’€KIlii 00TYIOTOKCUHY, (DI3UYHY Teparito, Tepario MOBU Ta
MOBJICHHS, Y PIAKICHUX BHIaAKaX, HEUPOXIpYpriuHi BTpPyYaHHS (pieeHb
00Ka3080cmi 2, CUIbHA PEKOMEHOAUIA, CUTbHUI KOHCEHCYC).

e HeiiporicuxiuHi po3imaar MOXYTh JIKYBaTUCA IICUXOTPOITHUMH IIperapaTaMu
(crabimizaTopu  HACTPOIO, aHTUICIIPECAHTH, aHKCIOMITHKK)  Ta/abo
NICUXOTEpani€ro. 3acTOCyBaHHS HEUPOJICITUKIB CIil YHUKATH (32 BUHSITKOM
KBeTiamiHy abo KJI03aImiHy), OCKUTBKH BOHHA MOXYTh MOTipIITyBaTH HEBPOJIOT1UHI
CUMNTOMHU (pieeHb OoKazoeocmi 2, CUNbHA PEKOMEHOAuia, CUTbHUIL
KOHCeHCyC).

Komenmap pobouoi zpynu: mixcHapooHa HenameHmoBana HA36a JNiKAPCbKO20
3aco0y 60myr0moxKcun — 60myAiHIYHUL MOKCUH.

CumnroMaTiyHe JIKYBaHHS TOPSJ 13 XeJIaTOTEpari€lo, € BXKIMBUM Ha YCIX
CTaJIsIX 3aXBOPIOBAHHS ISl JOBrOCTPOKOBOIO JIIKYBaHHS MalleHTIB 3 XB sKi MarOTh
HeBpOJIOTiuHi  a0o ncuxiumi cummromm. 115292295 Cpmnromarnyne  TiKyBaHHS
HEBPOJIOTIYHUX CUMIITOMIB 3aJI€KUTh FOJIOBHUM YMHOM BiJl IEPEBAKAIOUMX CUMIITOMIB
Ta BKJIIO4ae (hapMakoTepamnito, 10’ €KIlii 00TyJIOTOKCUHY, GI3UYHY TEPaIlilo, JI0TONEIUYHY
Tepamilo. Y PIOKICHUX BUIMAAKaX TaKOXXK MOXKHA PO3TISHYTH HEUpOXIpypriuHi
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BIpy4ands.’”? CHUMOTOMATUYHE JIKYBaHHS HEOOXiIHO PETyJIAPHO KOPUIYBAaTH [UIs
BpaxyBaHHs PO3BUTKY CUMIITOMIB BIPOJOBXK MPOrpecyBaHHA 3aXBOoproBaHHsA. Dakropu,
Taki K CTPEC, B3a€MO/1s 3 IHIIUMHU JIIKaMH, TPAaBMHU a00 1H(EKIII1, MOKYTh MOCUITIOBATH
HEUPONICUXIYHI PO3JTau, IEMOHCTPYIOUU JOOOB1 KOJIMBAHHS, 1110 CJIiJl BpaXOBYBaTU MPHU
JKYBaHHI.

Y T1abn. 8 miCyMOBaHO OCHOBHY Tepalliio, 3alpOlOHOBAHY ISl KOXKHOTO
CUMITOMY. BIIBIIICTh LMX MPOMO3UIIN JIIKYBaHHS B34Ti 1 3BITIB PO KJIIHIYHI BUMAJKH
3aXBOPIOBAHHS.

Komenmap pooéouoi epynu: 6ionogiono oo Haxazy MO3 Vkpainu 6i0 05 aunus
2025 poxy 3a Nel065, sapeccmposanozo y Minicmepcmsi ocmuyi Ykpainu 23 aunwus
2025 poky 3a Ne 1109/44515 «llepenix npogpeciii (nocad) npayisHukie cgpepu oxopoHu
300p08 sy, peabinimayitiny 0onomocy nayienmam 3 XB naoaromu: ¢izuunuii mepanesm,
epeomepanesm ma mepanesm MO8U ma MOGJIeHHSL.

Tpemop

VY Bunaakax akilOHAJIbHOTO/TIOCTYPaJIbHOTO TPEMOPY HAMOUIbII €(pEeKTUBHUM
(hapMakoJIOTTYHIUM METOJIOM € mpornpanoiion (20-240 mr/noly, y 2—3 npuiiomu), nam —
npuminon (25 wmr/mo0y 3 turpamicro mo0 750 mr/moby B 3 mpumitomn).>%*7 3a
Hee(EeKTUBHOCTI Teparii MOXKJIMBE 3aCTOCYBaHHA OeH3oniazeniHiB (anmpazonam 0,75—
1,5 mr/moby a6o kionazemam 0,5-4 mr/mo0y), sKi MOXYThb 3a0€3MEUUTH YaCTKOBE
3MeHIIeHHs cuMmnToMiB.”’ V 1OOAMHOKMX BUIAAKaxX BHMCOKi JO3M 30imigeMy Oynu
e(EKTHBHUMH TP «XJIONIAI0YOMY» TpeMopi/actepukcuci.”® [Ipu ronocoBoMy Tpemopi
ONTUMAJLHUM METOJIOM JIIKYBaHHS € OOTYNIHIYHHN TOKCUH TUITY A 3 1H €KIIISIMU T
KOHTPOJIEM JIapUHTeIbHOI enekTpomiorpadii. [H’exirii O0TYIiHIYHOTO TOKCHHY TaKOXK
€ METOJOM HepIIoi JiHii IPH JTUCTOHIYHOMY TPEMOPIi TOJNOBH, Hmienenu abo romocy.?”
JIuCTOHIYHUN TpeMop KHUCTI CJiJl PO3MOYMHATH JIIKYBaTH aHTUXOJIHEPTIYHUMH
npemnaparamu abo 6era-6okatopamu. 3a HeePEeKTUBHOCTI Tepartii, SIK mpenapaTu Apyroi
JiHIT MOXYTh 3aCTOCOBYBaTHCS OeH30iia3emiHyd, NpPUMIIOH abo TeTpabeHas3uH.
[aTeHIIHMK, pyOpanbHH a00 TpeMOp CIOKOK € piakicHuMH npu XB 1 3a3Bu4ail He
BIIMMOB1MaI0Th Ha (hapMakoTepartiro. Y BHMAAKaX TSKKOI 1HBAIIAW3AIil, CIIPUYNHEHOT
TPEMOpPOM, TICAS TPUBAIOI AHTUMIAHOI Tepamii MOXe pO3IIAgaThCs TIHOoKa
CTUMYJISIIIS CyOTaTaMI9HUX CTPYKTYp MO3KY a00 Tajamyca, a0 TaJaMOTOMisl, 3 OTJISITY
Ha OOHAAIMIMBI Pe3yabTaTd OKPEMHX KIIHIYHHX CIIOCTEPEKEHb; ONHAK HEOOX1TH1
MOJAJIBIII JOCIIiKeHH S, 300304

Komenmap pooouoi epynu: na momenm po3spooru yiei KH nikapcvki 3acodu 3
MINCHAPOOHUMU HENAMeHMOBAHUMU HA38AMU NPUMIOOH, 301ni0em ma mempadeHa3uH 8
Ykpaini ne 3apeccmposati.

Tabu. 8. Y3araJbHeHHs1 00 CHMITOMATHYHOIO JIIKYBAHHA HEBPOJIOTIYHHUX Ta
ncuxivHux posaaais XB

HespoJioriuni poszaaau Kiac/mpenapar a6o npouenypa
Tpemop * bera-0nokatopu / nporpanonon 20-240 mr/zo0y (y 2-3 npuiiomu) —
(nmceBaOECeHIIANIBHUI, Tepamnis nepioi JiHii Ipy aKkIioHATbHOMY/TIOCTYpaJIbHOMY TPEMODI;
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JUCTOHIYHMIA, TPeMOp
CIIOKO010, I'0JIOCOBUIA TPEeMOp)

Bapbitypatu / nmpumigon 25-750 mr/mo0y (y 3 mpuiiomMu) — Teparis
nepioi JiHii Mpy aKIioHAIEHOMY/TIOCTYpabHOMY TPEMODI;
Benzopiazeninu / ammpaszonam 0,75-1,5 mr/no0y abo knonaszenam 0,5—4
MT/ 100y, 3ommigeM 20 mr 2 pa3u Ha 100Y;

BoryniniuHui TOKCHH THITY A — Tepais nepioi JiHil Ipyu IUCTOHIYHOMY
TPEeMOpi rOJIOBH, WIEJIENHU Ta TOJIOCY;

AnTuxoninepriudi 3acoou / Tpurekcudenigun 8—30 mr abo dinepuaeH 6—
16 Mr (3 HU3BKHX CTAPTOBUX JI03) — Teparist epuIoi JIiHil Ui BCiX TUIIB
TpeMopy;

[penapatu, mwo 3HIKYIOTH TohaMiHOBY niepenady / Terpadenasun 5075
MT/100Yy (ToyaTkoBa g03a 12,5 Mr) — mpu JUCTOHIYHOMY TPEMOpi;
JleBogomna 300—1200 Mr abo aronicTu qohaMiny — mpu pyopaisHoMy abo
NapKiHCOHIYHOMY TPEMOpi;

[porueninentuyni 3acobu / JeBeTHpaIeTaM

Heiipoxipypriuyae JiKyBaHHsS — TIHOOKa CTHUMYJAIiS Tanamyca abo
cyOTaJIaMigYHKMX CTPYKTYp 200 TaJlaMOTOMis (K OCTATOYHWH BapiaHT)

JAucronis

BoryniHiuHaMil TOKCHH THITY A — Tiepia JiHist pu (GOKaJIbHIN AUCTOHIT,
AnTHXONIHEpriuHi 3acobu / TpurekcudeHimmn 8-30 wr, IiKyBaHHS
nepuIoi JiHii;

[IpecuHanTH4Hi aroHiCTH ramMma-aMiHOMACIISTHOI KHCIIOTH/ OakinodeH
60—120 mr/mo0y;

bensoniazeninu / annpasonam 0,75-1,5 mr/nens abo kimonaszenam 0,5-4
MT/JIEHb;

Jlesonorma (300-1200 mr) abo aronictu godaminy

[penaparw, 110 BUCHaXYIOTh A0damin/ Terpadberazun 50—75 mr/nody 3
MMOYaTKOBOIO 103010 12,5 Mr;

[IporueninenTuuti 3acobu/ okckapbaserin g0 300 mr/mno0y, radarneHTHH
900 mr/no0y;

IToBTOpHA TpaHCKpaHiadbHA MarHITHA CTUMYJISIIIS;

Hefipoxipypriuae miKyBaHHA — TJIHOOKAa CTUMYJIAIIS Tajdamyca abo
cyOTamaMidHUX CTPYKTYyp MO3KY, MajigoToMis abo TamamMoToMis (SK
KpaifHii BapiaHT)

IMapkinconizm

JleBogoma Ta aroHicTu moaMiHy — SIK TepareBTUYHHAN TECT;
Heiipoxipypriune mikyBaHHS — TIHOOKa CTUMYJIS Tamamyca abo
a0IAIIHI BTpyJaHHs CyOTaJaMidHUX CTPYKTYp (OCTaTOYHUH BapiaHT)

Xopesi/xopeoaTeTo3

[IpemrapaTy, mo BUCHaXYIOTh Aodamin/ Terpabenasun 50-75 mr/mens 3
MOYaTKOBOIO 103010 12,5 Mr;
YHuKaTH HEWPOIENTHKIB a00 aHTATOHICTIB AodaMiHy

JAu3zaprpin

Teparist MOBH Ta MOBJICHHS,

3ommigem (HU3bKi 103U MPU AUCTOHIYHIN AU3apTpii);

BoryniHiuHWUH TOKCMH TpWU TOJIOCOBOMY TpeMopi abo cracTU4HiH
TUCQOHIT;

JlormoMi>kHI KOMYHIKaTHBHI TPUCTPOI

Hucdarin

Hietnuni momndikarmii

Binmina npenaparis, 110 BIUTMBAIOTh Ha PiBEHb CBiIOMOCTI
Heiipom’s30Ba eneKTpOCTUMYISITIS

30H10BE XapuyBaHHS (MOX€E MOCHIJIIOBATH IUCTOHIYHI IPOSIBH)
UYepesmikipHa racTpocToMist

CiauHoreya

XKyBanpHa ryMKa ab0 JTOASHUKH JIJIsI CMOKTAHHS ;
AnTHxoniHepriuHi 3acobu: arponin 1% cyOniHrBasibHO,
tpurexkcudeHinnn 8-30 mr, abo CKONoJIaMiH TpaHCIEPMaIBHO;
Aronicti a2-aapeHopenenTtopis / kinoHiauH 0,15 Mr/no0y/nens;
BoryniHiuHUHE TOKCHH iH’€KIisl Y CIMHHI 3371031

KornituBHnii negiuut

Jani mono MenuKkaMeHTO3HO1 Tepanii BiACyTH;

Heiiponcuxomnoriuna peadimitartis;

YHUKaTH OpemapariB, IO MOTIPUIYIOTH  KOTHETHUBHI  (QyHKUil
(Oenzomiazerriny, aHTHXOTIHEPT1YHI 3aCO0H TOIIIO)
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IlopyumieHHs cHY

CuHApoM HECTIOKIHHUX HIr: TodaMiHepriuHi peyoBUHU, radaneHTuH (600
MT/JICHb);

Besconns: kornituBHO-moBeninkoBa Tepamis (KIIT), cHopiiiHi a6o
MEJIATOHIH;

Posnaz 3acuHanHs: MenTaToOHIH ab0 KJIOHa3emnam;

Kopekiist 00it0, AM3aBTOHOMIT, Jerpecii, TPUBOTH

I cuxiuni po3aaau

Kaac/mpenapar a6o npouenypa

Henpecis

CenextuBHi iHTiIOITOpH 3BOpPOTHOrO 3axoruieHHs cepoToHiny (CI33C)/
mutaionpam 20-40 mr/menr abo ecuuranonpam 10-20 mr/menp abo
ceptpanin 50-200 Mr/t y mepurii JiHii;

Tpunukniunuii antupenpecant (TLIA)/ HopTpunTunin 50-150 mr/nens
ab6o nesunpamin 50-150 Mr/mens — npyra JiHis;

CI33C/ Bennadaxcun 75-225 mr/aeHs — Apyra JiHis;

CI33C/ mapokcerun 20-60 mr/aeH» abo mipraszamin 15-45 mr — jgpyra
JHIS;

Enextpocynomua Tepariis mpH PE3UCTEHTHOCTI 10 (hapMaKoJIOTid4HOIrO
JKYBaHHS

Ilcuxo3/raadromuHanii

AHTHIICUXOTUKU JPYyroro nokoniHHs/ onanzamin 10-20 wmr; kBeriamin
300800 wmr; apuminpason 15-30 Mr y meprii JiiHii;

Krozamin nwime ajisi BUMAJAKIB, PE3UCTEHTHUX O JIKYBaHHS (PU3HK
JIEWKOIIeHiT Ta CYZI0M);

Antuncuxoruk/ amicynbnpug 200—-800 mr; cynbmipua 200—800 mr, apyra
JIHIS;

YHUKaWTe TaIonepuI0ny Ta BUCOKOMOTEHIIHHUX aHTUI0()aMiHEpTiYHIX
3ac00iB;

YHUKaNTE aHTHIICHXOTHYHUX TIPeTapaTiB TPUBAIIOL il

IMoBeninkoBi po3aaan

IToBeninkoBa Teparmis, Tepia JTiHis;

CI33C/ uuranomnpam, eciiuTagonpam, cepTpaiH, epiia JiHis;
[IporueninenTuyHi npenapaty/ kKapoaMaserid, JJaMOTPHIKHIH,
rabaneHTHH, mperadaiiH, mepiia JiHis;

Bbenzomia3eniny KOPOTKOYACHOI Iii/ jopa3ernam, oKcasernam, TemMasernam,
TIepIa JiHis;

Anpenepriuni 6era-6mokaropu/ mponpanonon 20-60 mr, mepia JHis;
AHTHUIICHXOTHUYHI TIpenapaTy Apyroro nmokominasg/ kBetiamna 50-300 wr,
JIpyTa JiHis

O0cecMBHO-KOMMNYJIbCHBHA
noBeiHka

CI33C/ecrmutanomnpam 10-20 mr; ceprpania 50—200 mr, mepra JIiHis;
CI33C/dpmyBokcamin 150-250 mr; mapokcerur 20—60 Mr, mpyra JiHif;
KIIT: excrio3uIlis 3 mMonepemKeHHIM PEaKIlii;

YHuKalTe KIOMIlIpamMiny

Mamnist/oinonsspunii po3nang

Cralimizatopu HacTporo/ IiTiF0 KapOOHAT y Teprmii JiHii (UiThOBHA
piBeHb y cupoBartiii kpoBi 0,6-1 MMoIb/m);

Cra6inizaropu HacTpor/ Basbpoat 500-1000 mr/neHs Ta kapOamaserris,
JpyTa JiHig (TenaTOTOKCHYHICTD);

AHTHUTICHXOTHKH JIpyroro mokominHs/ kBeriamia 300-800 wMr/meHs,
onan3arid 5-20 mr/nens, apurinpaszon 10-30 mr, apyra miHis;
Bensomiazeninn/ ajmpasonam, KJIOHA3emaM TUIS JKyBaHHS
IICHXOMOTOPHOT'0 30y/DKEHHS Ta TPHBOTH;

YHUKaHTe Tanonepyuaony Ta BACOKONOTEHUINHUX aHTUAO(aMiHepriyHuX
3aco0iB

Kararonis

benzopiazeninn/mopasenam, rmepiia JiHis;

EnexrpocynomHa teparris, qpyra JiHis;

AHTHIICUXOTUYHI Tpenapaty Apyroro mokoiinHs/ kseriamin 300-800
MT//ieHb, onan3aril 5-20 Mr/jeHs, TpeTs JiHis;

YHUKaHTEe rajJonepu10oi1y Ta BUCOKOMOTEHIIMHUX aHTUAONIaMIHEPTIYHUX
Ipenaparis;

YHuKalTe aHTUIICUXOTUYHUX IIpenapatiB TpuBasoi aii
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Komenmap pooouoi epynu: na momenm pospooxu yici KH nikapcovki 3acobu 3
MINCHAPDOOHUMU —~ HENameHmOBAHUMU  HA386AMU.  CKONOIAMIH, — HOPMPUNMUTIH,
oe3unpamin, oKcazenam, memaszenam, Jimio KapOoHam ma JIKApCcbKuil 3acio 3
MINCHAPOOHOIO HEenamemosaHold) HA368010 amponin Yy  Jjikapcekiu ¢gopmi 1%
CYONIHEBANILHO20 PO3UUHY (0JI51 3aCMOCYBAHHSA NiO A3UK) - 8 YKpaiHi He 3apeccmpoBaHni.

Midxcnapoona menamenmogana HA38a JAIKAPCbKO20 3Aco0y 6albnpoam —
8aIbNPOEBA KUCIOMA.

JAucToHin

JIUCTOHIS € OIHUM 13 HaWOUIBbII IHBaNIAM3YHOUYMX cuMOTOMIB XB 1 yacto He
HiITAEThCST  JTIKYBaHHIO — XENAaTyIOYHMMH  TpermapaTamMy, 10  MPU3BOAUTH [0
HECTIPUATIMBOrO NPOruo3y.’*> MdokanbHi IUCTOHII, 3a3BUuail, e()EKTUBHO JIKYIOTHCS
in’exuismu  Gotynorokcuny,’%>1" a  cermenrapmi aGo remHepanizoBaHi AMCTOHII
JIKYIOTBHCS TIEPOPATILHUMU TpernaparaMu OKpemMo abo B KoMOiHaIlIl 3 00TYJIOTOKCHHOM,
10 BBOJUTHLCS B HAWOLIbIN ypaskeHl Mm's3u. JlaHi 1040 eheKTUBHOCTI MepopaibHOTO
JKYBaHHS TUCTOHIT OOMexeH1. AHTUXOIIHEPT1YHI MpenapaTu IeMOHCTPYIOTh MOMIpHY
e(eKTUBHICTh 3 100pe BIAOMUMH MOOIYHUMH edeKkTamu, Ha SIKi CIJIiJl 3BEpHYTH yBary
(cruTyTaHICTh CBIIOMOCTI, 3aTPUMKa CE4l, PO3MUTICTH 30py Toio). Tpurexkcudeniaui 3
MOYAaTKOBOIO J[03010 2 MTI, MOBUIRHO 30UIBIITYBAaTH J0 MakcuManbHOi 30 Mr/meHs, abo
OinepuIeH 3 MOYaTKOBOO 03010 6 MT/AEHDb Y TPU NPUHOMH, TTOBLIEHO 30UTBIIYETHCS J10
16 mr/nens). >3 [amni gpapmakonoriuni 3acobu BKI04aroTh (a) 6axnoden (y aiana3oHi
Bix 60 1o 120 mr/nens),?? (b) 6ensoniazeninn’®* (c) nepomony abo aronictu godaminy,
312316 (d) rerpabenasun (mouarkosa mo3a 12,5 Mr, 30inbmyeThes 10 5075 mr/nens), >
Ta (¢) xapbamasemin (1o 900 mr/mens) abo okckap6asemin (no 300 mr/mens).’!731
J101aTKOBO MOBIAOMIISIETHCS, 1[0 B OJJHOMY KIIIHIYHOMY BUMNAJKy ONMcaHa e(peKTUBHICTH
kaHabicy y 3MeHIIeHHi cumnTomiB auctoHii.*?° 30BciM HelaBHO 1Ba JOCIIKEHHS, 10
JOCIIJKYBalId €(DEKTUBHICTh MOBTOPIOBAHOI TpaHCKpaHiaIbHOI MarHiTHOI CTUMYJISIIii
COMAaTOCEHCOPHOI ab0 MOTOpPHOI KOpPH TMpU JWCTOHII KIHI[IBOK, BHUSBWJIH JCSKI
nokpanieHns. 2! 2% PesynpTaTH BUHATKOBUX XIpypridHHMX IPOLEAYDP, TAKHX K TJIHOOKA
CTUMYJIAIIS CyOTaJlaMIYHUX CTPYKTYp MO3Ky a0o Tajmamyca abo TainamMoToMis Yy
BUIAJIKaX BAXXKOT T€HEPaIi30BaHOI MUCTOHII, PE3UCTEHTHOI O TPUBAJIOTO JIIKYBAHHS
XENAaTyIOUUMHU areHTaMu Ta CHUMITOMATHYHOTO (DapMakoJIOTIYHOTO JIKyBaHHS, HE €
nepekoruBuMH. 92303305324 Cepiiosni  cTpykTypHi 3MiHM 0a3anbHMX TaHIJIiB Ta
TaJaMyCy TOBHHHI OyTH BIICYTHIMH, OCKUTbKM €(EKTUBHICTh TIHMOOKOI CTUMYIISINT
cyOTanmamMigyHUX CTPYKTYp MO3Ky abo TajlaMmyca 3 €JIEeKTpOAaMH, PO3MIIICHUMHU B
HOLIKOKEHUX MILIEHAX, € HENepe10auyBaHO0 i 4aCTO 00MEkKeHO00. 2%

IHapkinconizm

Jlokasu cBimyaTh Tpo oOMexkeHy edeKTHBHICTh A0(aMiHEpriyHUX MpenapaTiB
npu XB 3 mapkiHcoHi3MOM. TuM He MeEHII, BpPaxOBYIOUM BCTAaHOBJIEHI 3MIHU B
nodaminepriuniii HelipoTpaHcmicii cepen nauicHTiB i3 XB*% Ta HM3BKY MOMIUPEHICTB
MOOTYHUX peakuiil mpu godaMiHEPriyHOMY JIIKYBaHHI, CJI1JI PO3TJSHYTH MOKJIUBICTH
MpoBeJeHHA Ao(aMiHepriyHoi Teparii namieHTiB 13 XB s JiKyBaHHS CHMITOMIB
JUCTOHIT Ta HApKiHCOHi3My,>7:313:314.326-328
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Xopes Ta Xopeoareros

JlikyBaHHA Xopei Ta xopeoareTo3y npu XB mano BuB4yeHe. € NOBIAOMIIEHHS PO
e()eKTHBHICTh TeTpabeHa3uHy y IiKyBaHHi xopei mpu XB.?” Autuncuxotuuni 3acodu Ta
aHTaroHICTU 1o aMiHy HE CIIiJ] 3aCTOCOBYBaTH Npu XB yepe3 BUCOKUI PU3UK TOCUIICHHS
HEBPOJIOTIYHUX CUMITOMIB.*!

J{u3aprpis

Tepariist MOBU Ta MOBJIEHHSI € OCHOBHMM METOAOM JIIKYBaHHS I[LOT'O MOIIUPEHOTO
Ta BHUCH@XJIMUBOIO CHUMIITOMY, TOB’SI3aHOTO 13 COLIAJIbHUMHU TPYIHOIIAMH 4Yepe3
oOMexeHHs1 KOMyHikalli. PeaOutiTamiss MOBIEHHSI alanToBaHa 1O KOHKPETHOTO THUITY
IU3apTpii, 30KpemMa, HaBYaHHs TEXHIKaM peJlakcallii Ipyu CacTUYHIN au3apTpli, METOAU
PEryJIOBaHHS TEMITY Ta IHTOHALlIl MOBJICHHS y BUTIQJIKaX aTAKTCUYHUX PO3Ja1B, a TAKOX
IHTEHCUBHE TOJIOCOBE JIIKYBaHHs, Hampukiaa 3a metogom Jli CinbBepmana, st
TMIOCWJIEHHS! TYYHOCTI Ta MOKPALIEHHS apPTUKYIALIi IpM rinokineTuuniin ¢opmi.’? Vv
BUIAJIKaX JTUCTOHIYHOI AU3apTPii MOBIIOMIISIIOCA, IO BUKOPUCTAHHS 3oirmiaemMy (2x10
M Ta 5X5 MI' NepopalibHO) Ja€ TMO3UTHBHI pe3ynbTaTh 0€3 CeJaTUBHUX MOOIYHUX
edexriB. ¥’ TIpu cmasmarwuniii  gucdonii a0 T0JI0COBOMY TpeMmopi iH'ekmii
OOTYJIOTOKCMHY OynM BH3HA4YeHI sIK €()EKTUBHUU BaplaHT JIIKyBaHHS B OKPEMHUX
sunagkax.’ 3! Y punankax Tskkoi qusapTpii 3 06MekKeHO0 200 OTaHOK BOKATI3AIICIO
PEKOMEHIYEThCSI BUKOPHUCTOBYBATH aJbTEPHATUBHI Ta JIOMOMDKHI 3aCO0M KOMYHIKaIlii,
TakKi SIK KOMIT'FOTEpH1 CUCTEMH, TUIAHIIEeTH ab0 JOAATKU JJIsi CMapT(dOHIB.

Hucdarin

Jlns ouiHku nucdarii Ta TIaHyBaHHS JIIKYBaHHS PEKOMEHIIYIOThCS 00’ €KTHBHI
METOJIH, TaKi K BiZeo(III0OPOCKOITS Ta BOJOKOHHO-ONTHYHA eHaockomis.>*? [Touatkosi
3aX0JW MOBUHHI BKJIIOUATH MPUITMHEHHS MPUHOMY CeIaTUBHUX 3acO0IB Ta Mpemnaparis,
SKI MOXXYTh BIUIMBAaTH Ha 30y/DKCHHS, a TaKOXK AHTHXOJIHEPTriYHUX IpernapartiB, IO
CIPUSIOTH CYXOCT1 B POTI, IITO MOYKE TOTipITyBaTH KOBTaHHA. KpiM Toro, 1o cnenudiaaoi
MOBEIIHKOBOT Tepalrii, CIpsSMOBaHO1 Ha MOKpaIeHHS (OpMyBaHHS XapuOBHUX OOJIFOCIB Ta
npuiioMy ki (BKIIOYAIOYM ONTHMI3AINI0 TIOJNOKEHHS, MIATPUMKY KOHIIEHTpaIlii Ha
3aB/IaHHI Ta KOBTAHHS Mepe/l HACTYITHUM IIIMATOYKOM ), PEKOMEHTYIOThCS MOAU(IKaIIii B
nieti. 11 mogudikaliii BKIFOYar0Th YHUKAHHS CYyXOi Ta JIMIKO1 1K1, BUO1p XOJIOIHUX PiTUH
abo piguH, 0 MICTATH Ta3. Helipom’s30Ba €NEKTPOCTUMYIISAIISA, IO JOCITIKYEThCS B
peabinitanii qucdarii 171 MOKpaLIeHHs KOBTAHHS, Ma€ IEPCIEKTHBY y peadimiTanii, 332333
VY Bumamkax TsKkoi nucdarii, mo CympoOBOJKYEThCS BTPATOI Baru, MoOXKe OyTu
PO3TIIIHYTO TOAYBAaHHS Yepe3 30H 3 MPSMUM TPAHCIOPTYBAHHSAM DKi 10 NUTyHKA JJIS
3amo0iranHs acmiparlii ki, BHUpIMIEHHS TPOOJEMH HEAOIMaHHS Ta TIOJETTICHHS
3aCTOCYBaHHS XenaTyr4oi Teparii. OgHax 11 mpoieypa Moe MOCHIIUTH TUCTOHIO, 1110
BUMAara€ HETalHOTO pO3TIIALYy MHTAHHS TPO  YEPE3MKIPHY  CHIOCKOMIYHY
ractpoctomiro.>* OOugsa pilleHHS MOXyTh OyTH BIIPOBAJKEHI TUMYAcOBO Ta
MPUIIMHEH] MICJs 3MEHIIEHHS HEBPOJOTTUHUX CUMIITOMIB Ta OJIy>KaHHS Bia nucdartii.

Caunoreua/rinepcianopest
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CryniHp CIMHOTEU1 CIIIJ] OL[IHIOBATH 32 IONOMOI'0I0 00’ €KTUBHUX 1HCTPYMEHTIB,
TaKUX SK IIKaJIa TSXKKOCTI Ta YacCTOTH CIMHOTEYl Ta 00’€KTHMBHA OI[IHKA CEKperii
ciunn. 333 HeoOxinHo BpaxoByBaTH (haKTOPH, IO CIPHUSIOTH CIAMHOTe] (Tinepeekpertis
CIIMHM, 3aCTId CIIMHU, MOPYLIEHHS KOBTaHHS, €KCTpamipaMigHl MOPYLIEHHS MOCTaBH,
opodaliagbHa JUCTOHIS, 3MIHM YYyTJIMBOCTI, KOTHITUBHI Ta MOBEIIHKOBI MOPYLIECHHS).
Crin cnpoOyBaTu XyBalbHY T'YMKY a00 JBOASHUKHU ISl CMOKTaHHS, SIKi 3MEHIIYIOTh
CIIMHOBUJIJICHHS, 3aIyCKal0Ud aBTOMAaTHYHE KOBTAHHA, T4 3MEHILYIOTh 00’ €M CIMHU B
poti.**” OCKiIbKM TepanmeBTUYHMX JOCHIIKEHb MIOA0 XB He NpOBOAMIOCS, CIij
pO3MIISIHYTH  (DapMaKoJIOTiuHI BapiaHTH, IO 3aCTOCOBYIOThCS IS 3MEHIICHHS
CIIMHOBUJICHHS TPU IHIIUX HEBPOJOTIYHMX CTaHaX, BKJIIOYAIOUM AHTUXOJIHEPridyH1
3acobu (Hampukiaj, OCH3aTPOIiH, TPUTreKCU(PEHIANI, TpAHCAEPMAIbHUN CKOMOJIaMiH,
cyOniHrBanbH1 Kparuii atpomniny 1%), aroHicTd agpeHepriyHuX anbda-2 penenTopiB
(xnoniguu 0,15 Mr/aens) abo iH'ekiii OOTYJIOTOKCUHY Yy NPHUBYIIHI Ta/a00 MiA'sI3UKOBI

3a51031 200 IS TiKyBaHHS OPO-MaHAUOYIApHOL AucToHii, 330338

Komenmap pobouoi epynu: na momenm pospooxu yiei KH nikapcvkuti 3acio 3
MIHCHAPOOHOIO HENAMeHMOBAHOI0 HA36010 DeH3amponin 8 Ykpaini ne 3apeecmposanuii.

KornituBuuii gegiuut

Hemae cxBamenunx ¢dapMakosorigyHux 3aco0iB JUIsl JIIKyBaHHsS KOTHITUBHHX
nopyiieHb mpu XB Ta ganux 11010 €(heKTUBHOCTI Ta O€3MEeKH 1HT10ITOPIB XOJIiHeCTepa3u
a6o MemaHnTuHy nipu XB. PexomMeHay€eThCs HEHPOIICUXOJIOTTYHA MiIT0TOBKA, TAKOXK CIIJ
YHUKATH 3aco0iB, IO TMOTIPIIYIOTh KOTHITUBHI (PYyHKIII, 30KpeMa OeH30ia3emiHu,
AHTUXOJIIHEPT1YH1 MperapaTy.

ITopyuieHHs CHY

be3conHs, cMHAPOM HECMOKIMHUX HIT, JCHHA COHJIMBICTH Ta PO3JIaJl MOBEIIHKH
i yac ¢a3u MBUAKOTO CHY IMPUCYTHI y MarieHTiB 13 XB Ta MoBUHHI OyTH IOCTiIKEeH]
3a JIONMOMOTOI0 BijeomnosiicoMHorpadii Ta MHOKHHHOTO TECTY JIATEHTHOCTI CHY. Bifb,
PYXOB1 CUMIITOMH, TCUXIUHI PO3JIaJid, JTU3aBTOHOMIS Ta MPUMOM JIIKAPCHKUX 3ac00iB
MOKYTh IIOTipUIYBAaTH COH, 1 IIi (paKTOPH CIIi BPaxoByBaTH Ta KopurypaTu.>>’ 34 Y
BUIAJKY BHUPAXKEHOTO CHHIPOMY HECHOKIHHUX HIT PO3TIAAal0Th JodaMiHepriuHi
npenapatu®® abo rabanentur (600 wmr/mens).’® Hespakaroum Ha BiICYTHICTB
CHEIaIbHUX JOCITIIKEHB, Tipu 0e3conH1 MokHa po3risiHyTy KIIT, cHopiitHi 3acobu abo
MEJIATOHIH;, TpPH pO3JaJax TIOBEIIHKH IIiJ] 4Yac IIBUAKOTO CHY — MeENaToHIH abo

KJIoHa3zemnam. -0

Jenpecis

Hemae PKJI momo edextuBHOCTI Ta Oe3neku aHTHaenpecaHTiB mpu XB, ane
TpunmkiIivHi antuaenpecanT, CI33C, iHri0iTopyu 3BOPOTHOTO 3aXOIUICHHS CEPOTOHIHY
Ta HOPAJPEHAIIIHY, a TAKOX EJIEKTPOCYJIOMHA Teparlisl yCHIIIHO 3aCTOCOBYIOTHCS MPHU
nenpecii y mamieHTiB i3 XB 1 MOXyTbh po3riIsjaTucs i pekoMeHjaii,*-!15-312:342-346
Bubip CI33C nns nikyBaHHs gernpecii npu XB y3romxyeTbcs 3 J0Ka3amMHu 3MIHEHOI
cepotoHiHepriuHoi HeWpoTpaHceMicii npu XB, 1 CI33C € po3ymMHUM BHOOpOM, SIK
nikyBaHHa nepmoi ninii.!'> HeoOxigHa 0OepeXHICTh IPHM 3aCTOCYBAHHI IMilIpaMiHy,
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aMITPUNTWIIHY, JYJIOKCETHMHY Ta OYINpOMIOHY 4Yepe3 pHU3UK TIeNaTOTOKCUYHOCTI.
Ilcuxorepanis abo KIIT MoxxyTh 3acTOCOBYBaTHCS MPH JIETKIN JAenpecii, Xo4ya JaH1 1010
ix epekTHBHOCTI pu XB BiACYTHI.

Mamnist/0inossipHuii po3Jiaj

JIiTii € mpemaparoM mepmioi JiHIT npu Madii/rinomadii 'y XB, ockiuibku
BHMBOJIUTBCSA HUPKaMH, a He nedinkoro 4’ 3% Opuak, mitili Moke MOripuryBaTd TpeMop i
KOTHITUBHI QyHKIIi. [HII1 cTtabinizaTopu HacTporo (Bajblpoat, kapOaMaszemniH) HECYTh
PU3UK TEMaTOTOKCUYHOCTI, IO MOTpeOye pEeTeabHOr0 KOHTPONIIO. Y TEeMaTHYHUX
JOCHIDKEHHSIX TOBIIOMIISUIOCS, LIO0 AHTUIICUXOTHKU JPYroro IMOKOJIHHS (KBeTiamiH,
OJIaH3alliH, APMIINpa30]) MOXKYTh YCIIIIHO JIKyBaTd MaHiro npu XB4115346351 4
BITHOCHO HU3bKUM pU3MKOM MOOIYHUX edekTiB. HeliponenTukiB nepmoro moKOJIHHS
CNiJ] YHUKATH, OCKUIbKM BOHHM MOXYTh CIPUYUHUTH TOTIPIICHHS HEBPOJOTIYHUX
cumnTomiB. beH3oaiazeniHd BUKOPUCTOBYBAIMCS JUIsl KOPOTKOYACHOTO JIIKYBaHHS
30ymkenns npu  XB.''>  Anmpasonmam 3MeHInye NCHXOMOTOpHE 30y[KEHHS Ta
TPUBOXKHICTh, a KJIOHA3emaM 3MeHInye O0e3coHHs mpu manii. Ciij BiagaBaTu nepeBary
Jopasenamy, okcaenamy abo Temasernamy, OCKUIBKH BOHU METa0OJ13yI0ThCS TIEUIHKOIO
IUISIXOM TIIFOKYPOHi3allii, a He yepes pepmentu uuToxpomy P450.347

Icuxo3/ranronnHanii

[MamienTu i3 XB 0co6aMBo 9yTuBi 10 Mo6iYHOI Aii HelponenTukis>** Ta MaroTh
OUThITY WMOBIPHICT PO3BUTKY CHMIITOMIB MapKIHCOHI3MY a0o0 IMi3HBOI JUCKiHE3Il.
KgBerianmin Ta Kjo3amiH — AHTUICUXOTUYHI 3acO0M 3 HHU3BKUM  PHU3UKOM
eKCTparripaMiTHUX CUMITOMIB Ta T€MaTOTOKCUYHOCTI MOXKYTh OyTH PEKOMEHI0BaHi, K
JiKapchKi 3ac00u TMepIoi JIHIT s JiKyBaHHS rncuxo3y. OHAK, KJI03amiH MPU3HAYAI0Th
JIMINE TP TSDKKUX Ta PE3UCTCHTHUX BUTAJKAX 4yepe3 MiIBUIICHUN PU3WK JICHKOMCHII.
["aymomepuon i pUCIIEPUIOH CIIiI 3aCTOCOBYBATH JIMIIE B KpalHROMY BHUIIQJIKy Yepes
MOBITOMJICHHSI TIPO HE3BOPOTHE MOTIPIIEHHS] HEBPOJIOTTYHUX CHMITOMIB Ta PO3BHTOK
3TIOSIKICHOTO ~ HEHPOJIENITUYHOTO CHHAPOMY. AHTHUIICUXOTHKH IPOJOHTOBAHOI il
3aCTOCOBYIOTH Y TaIlieHTIB 13 XB 3 00epekHICTO.

Komenmap pooouoi epynu: 6 Ykpaini Ha0auHs mMeoudHoi 00nomo2u nayienmam
3 XB ma ncuxiunumu poznadamu 30iliCHIOEMbCA 8I0N0BIOHO 00 2AY3€8UX CIMAHOAPMIB
y  cehepi  0xopoHU 300p08’S  JIKApAMU-NCUXIamMpamu, — JIKApAMU-ncuxiampamu
OUMAYUMU.

Po3nanu noBeainku

Posmanu moBemiHKK 1 0COOMCTOCTI, 3a3BHUYal, MPOSBISIOTHCS IPaTiBIUBICTIO,
arpeciero, 3MiHaMH OCOOMCTOCTI, aHTHCOIIABHOIO MTOBEIIHKOI Ta MOXYTh MPHU3BECTH
70 HENOTpUMaHHA xenarytouoi Tepamii. JlikyBanHs 0a3yeThcsi Ha 3arajlbHUX
peKoMeHarisaxrTa mncuxiatpa, BkmodaroTh KIIT, komm 1e moxmmBo, Ta CI33C
(uuTanomnpam, ecuuTajgonpaMm abo cepTpadiH) [ 3MEHILEHHS APaTiBIUBOCTI.
[IpoTueninentuyHi 3aco0M TaKOXXK MOXYTb MaTH I[I€BHY aHTHArpecUMBHY Mil0 Ta
cTabutizytoul Hactpid edexktu, 1 OararooOilsitoui pe3yiabTaTh OyJau OTpUMaHI 3
KapOaMma3eniHoM, JIJAMOTPUKUHOM, Fa0areHTUHOM, OKCKapOa3emiHOM Ta BaJbIIPOaTOM.
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AHTUINICUXOTUKM  JpPYroro MNOKOJIHHSA  (Kjo3amiH abo0  KBETialliH)  MOXYTh
BUKOPUCTOBYBATUCS Yy BHNAJIKy TSDKKMX CHUMIOTOMIB, iX CJHiJ 3aCTOCOBYBAaTH
HalKOPOTIIUM €(EKTUBHUM KypPCOM y MIHIMaJbHO €(EeKTUBHUX A03aX. beHzozaiazemninu
€ Oe3NeYHUM BapIAaHTOM JJIi KOPOTKOCTPOKOBOTO TOCTPOrO JIKYBaHHS arpecii y
nartieHTiB i3 XB.!'1

Axi nokazannsa oo TII y nauienmie 3 I'ITH, cnpuuunenorw XB, i ak ix ciio
aikyeamu?

Pexomenpamii

e VYcinauientu 3 ['TIH, cnpuunnenoro XB, noBuHHI OyTH HampaBiieHi 10 LEHTPIB
TII (piBeHb 10KA30BOCTi 2, CWJIbHA PEKOMEHAALIfA, CAJIbHUI KOHCEHCYC).

e [lamienTtu 3 I'TTH Ta ennedanonariero moBuHHI OyTH HEraifHO BHECEHI JI0 JINCTA
ouikyBanHs Ha TII (pieenv Ookazoeocmi 2, cunvha pexkomenoayis, cunbHuUil
KOHCeHcyc).

e [lamienTn 3 I'TIH, cipuunnenoro XB, MoBUHHI OIiHIOBATUCSA 32 MOAU(DIKOBAHOIO
nporHoctuyHoto mkanoto King’s College npu koxxkHOMY O610XIMIYHOMY
0oOCTEeXKEHH1, ajie He piame HDK KoxHI 24 roauHu; Oamu > 11, HaBITH 3a
BIJICYTHOCTI eHIedanomnarii, € nokazanuam 1o TII (pieenv ookazoeocmi 3,
CUNIbHA PEKOMEHOAUiA, CUTbHUIL KOHCEHCYC).

e dapmaxoTepariro XeJlaTopamM Mijii (3 IIBUJIKUM TUTPYBAHHSIM 0 TIOBHOI J103H)
CJIiJ1 pO3MOYMHATH HeralHo B ycix nmamienTiB 3 ['TIH, cnpuunnenoro XB, a Takox
y TaI€HTIB, BHECEHUX A0 JHUcTa ovikyBaHHa Ha TII, 1 mpomoBxxyBaTu ii 10
BTpYYaHHs (piseHb 00Kaz060cmi 3, CUIbHA PEKOMEHOAUIA, KOHCEHCYC).

e [InmasmooOMiH Bemmkoro o6’emy ciig po3msaatTd Ak - «Mmict» go  TIL
ABOYMIHOBHM Jiaji3 TaKOX MOXKE PO3TIAAATHCS 3a HAsBHOCTI TEXHIYHOI
MOXJIMBOCTI  (piéeHb O0oKazoeocmi 3, CUIbHA PEKOMEHOAUia w000
nAa3ZMO0OMIHY 8enUKO20 00°€EMY, C1AOKA PEKOMEHOAUIA U000 A/lbOYMIHOBO20
oianizy, CUIbHUIL KOHCEHCYC).

e [lamienTn y ymmcti ouikyBaHHsS Ha TII moBHMHHI mepeOyBaTH TiJ PETEILHUM
HATJIAI0OM; 32 HAasgBHOCTI MOKPAIICHHS CTaHy MOXJIMBE iX BUKIIOUEHHS 3 JIMCTA
OUIKYBaHHS (piéeHb OoKazoeocmi 3, CuUNbHA PEKOMEHOAid, CUNbHUL
KOHCeHCcyC).

[Tokazanns mo TII € piakicaumu (<1%), 30kpema y mamientis i3 ['TIH a6o npu
MPOTpeCyBaHHI MEYIHKOBOT AUC)YHKITIT 10 MEIIHKOBOI HEJOCTATHOCTI, HE3BAXKAIOUH Ha
MEIMKAMEHTO3HY Tepamio. [1oBiqoMIsIOTECS BiaMiHHI pesynbratd micas TI123% 352
dakTUYHI TOKA3HUKU BIYKUBAHOCTI MAIIEHTIB cTaHOBUIN 87% uepes 5, 10 Ta 15 pokis
y panIy3bKii cepii 3 75 mopocnux Ta 46 miten (MeaiaHHUH Bik: 14 poKiB, Aiana3oH Bijg
7 no 17 poki), sxkum Oymno npoBeaeno TII mixx 1985 1 2009 poxkamu 3 mpuBoxy ['TIH
(53%), nexommeHcoBaHoro mupo3y (41%) abo TAKKOTO  HEBPOJIOTIUHOTO
3axXBOpIOBaHHs (6%). Y 1HIIOMY JOCIIIKEHHI, 0 aHali3yBajio 0a3y nanux O0’ egHaHO1
Mepexi oOMiHy opraHamu, mo BkIodana 515 mopociaux ta 156 miteit 13 XB, ski
nepenecnu TIT mixx 1987 1 2016 pokamu, 3-, 5- Ta 10-piuHa BUKUBAHICTh CTAHOBHIIA
87,5%, 85,4% ta 80,5% nmns popocnux ta 90,5%, 89,7% Tta 86,5% nmus mitei
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BiMOBIAHO. B 000X AOCHiKEHHSIX MalleHTH, sIkuM OyJsio npoBeneHo TII 3 mpuBoay
TEPMIHAIBHOI CTaJli XPOHIYHOI XBOPOOW MEUYIHKH, MaJd Kpamly JOBrOCTPOKOBY
BIDKUBAHICTh, HIK MAI[IEHTH, SKUM OyJIO TPOBEJECHO TpaHCIUIaHTaliio 3 npuBoay ['TIH.
Takox Oyna mpoBeaeHa oiiHka TII ngiTaM 3 BHUKOPUCTaHHSM JTaHUX
€poneiicskoro peectpy TII, siki mokazanu xopoiui pezynbTatu 3 2000 poky, npu bOMY
(akTopamMu PU3MKY HECHPUSTIMBUX pE3yJbTaTiB OyJau: JIKYBaHHS Yy BIIAUICHHI
iHTEHCHBHOI Teparrii, aiami3 Ta yactkosa TI1.3°* BinpIicTh IEHTPIB MOBITOMIISIN IOTO
TII Big momMepynx AOHOPIB, ajie TAaKOXK € MmoBigomMieHHs rpo TII Bix )KUBUX CIIOPIAHEHHUX
JIOHOPIB J1iBOT 260 MPaBOi YACTKM 3aJ1€XKHO Bijl BiKy Harienra, >3
[TarieHTiB 3 JEKOMIEHCOBAaHUM IIUPO30M, aje 0e3 MEe’iHKOBOi eHiedanonarii,
4acTO MOXHA BpATYBaTH 3a JOMOMOTOK XenaTtHol Tepamii. BimmoBigp Ha
MEIMKAMEHTO3HE JIIKyBaHHS MOXE 3alHATH JEAKHMH dYac, 3 TMOKpalleHHIM
IPOTPOMOIHOBOIO Yacy IOHAWMEHIIe Yyepe3 1 MicsIib Ta HopMalizali€ero Bia 3 MicsIiB
no 1 poky abo OGinbiie.'” PerenbHe CIOCTEPEKEHHS Ta MOHITOPHHI II€YiHKOBOI
ennedanonarii, acIuTy, CENCUCY Ta MEYIHKOBUX MPOO HEOOXiIHI B crelliaai3oBaHUX
BIJIUICHHSX /ISl CBOEYACHOTO BKIJIFOUEHHS MAIIEHTIB 10 CIUCKY IS TPaHCIUIAHTAIli1, [0
€ HaJ3BUYAWHO CKIaJAHUM pimeHHsIM. Y 1986 pori Nazer Tta iH. po3poOWin cUCTEMY
niipaxyHKy OajiB JiJIsi MPOTHO3YBaHHS PE3yNbTATIB JIIKYBaHHS MAIIEHTIB, BKIIOYAIOUH
JOPOCIMX Ta JiTel 3 JAeKoMIeHcalico nedinku npu XB.3*¢ Y 2005 poui mkana Oyna
NeperyisTHyTa IMOA0 TUTA40i momyssiii Dhawan Ta iH., SiKi 3a1IpONIOHYBaJIM HOBY CUCTEMY
omiHroBanHg (NWI), 3 kpamuM TO3UTUBHUM NPOTHOCTMYHHUM 3HAYEHHSM IIOJ0
neTansHocTi 6e3 Tpancmianranii (Ta6m. 9)104357:357357.357357.338 [opinomnserses, mo NWI
Mae uyTnuBicTh 93% Ta cienudiuHicTs 98%, 3 MO3UTUBHUM TPOTHOCTUYHUM 3HAYEHHSIM
93%.1% Vci nmanientn 3 ennedanonaricro Ta XB, ski ve orpumanu TII, momepan. NWI
TakoXk OyJia mpoTecToBaHa B kKoroprax nopociux 3 ['TIH ta gekomneHcoBaHUM IIUPO30M,
cupuyrHeHUM XB, JAEMOHCTPYIOUM BHIINYy TOYHICTH Ta MEHINY KUIbKICTh
XUOHOHEraTHBHMX PE3yJIbTaTiB MOPIBHAHO 3 mKanamMu Nazer ta MELD?7,

Komenmap pobouoi epynu: 3a Has8HOCMI NOKA3AHb, MPAHCNIAHMAYIS NEYIHKU
nayienmam 3 XB 30ilicHioemvcs y 3aK1a0ax oxXopoHu 300p08 s, AKi MAromo AiYeH3iio Ha
NPOBAONCEHHS 20CNOO0APCHLKOI OIILHOCMI 3 MEeOUYHOI NpaKkmuku, wo nepeodavac
npaso HAOAHHSA MEeOUUHOI OONOMO2U I3 3ACMOCYBAHHAM MPAHCNIAHMAYI, 8I0N0BIOHO
00 3axony Ykpainu «llpo 3acmocyeanns mpancnianmayii anamomivHux mamepianie
moouniy Ne 2427-VIII ma Cmanoapmy meduynoi oonomozu «ITpancnianmayis
neuinkuy, 3ameepoxcero2o MO3 Vkpainu.

Hiami3, nnazmadepes, anbO0yMIHOBHIA Aialli3 Ta MIa3MOOOMIH PO3TIISIAIOTHCS K
MOCTH JI0 TpaHCIUIAHTAIlli, a TaKOX, K psATyBaibHa Tepamis npu ['TIH. Apryment Ha
KOPUCTh BUKOPHUCTaHHS IJIa3MOOOMIHY BEJIHMKOTO 00 €My, SIK PSATYBaJIbHOI Tepamii
MOXOAUTH 3 OfHIET myOuikaitii 3 [Haii, me mopiBHIOBanu 181 rpynu aireit 3 ['TIH Ha rpyHTi
XB, siki OTpUMYyBaJid BIUBaHHS BEJIUKOT0 00’ eMy 1utazMu (90-1eHHa BUKUBAHICTD ¥ 9 13
19 nmanienTiB. Y MOpPIBHSHHI 31 CTAHAAPTHOI MEIMKAMEHTO3HOIO Teparieto (90-aeHHa
BIKUBaHicTh 3/18), ane mauienTu He OynM paHIOMi3oBaHi. >
HMiarno3 I'TTH y martienTiB 13 XB 4acTo HE BCTAHOBIIOETHCS TiJ Yac IMEPIIOTO

3BEpPHEHHs. 3arajibHa peKOMEH/allisl MOoJIArae B TOMY, 100 11arHOCTYBAaTH Ta JIIKYBaTH
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nanientis 3 [TIH y croenianizoBaHuX BIIAUICHHAX, SKI MOXYTh 0€3MOCEPEIHbO
HampaBisaTH mnauieHTiB Ha TII abo cami iX BHUKOHYBaTd. J[iarHOCTMYHMNA NIAX1T €
BUMOIJIMUBUI 3 0araThOX MPUYMH: HOrO CHi MNPOBOAMTH AYXKE IMIBUAKO, HEOOXITHUMI
JOCTyll A0 MEepeAoBHX JIabOpaTOPHUX METOJIB, a CIOCTEPEKEHHs 3a MallleHTaMH,
3a3BUYail, BUMAarae BIJJAUIEHb IHTEHCHBHOI Tepalii, JOCTylmy /A0 Jlami3y Ta
TpaHCIUIAHTAUIHHOT X1pyprii.

Busnauennss I'TIH abGo TepmiHanbHOI cTanaii ME4iHKOBOI HEAOCTATHOCTI HE
OMMCAHO YITKO B JiTeparypi. buibmiicts crarei moBimomisitoTe npo TII y 3mimanux
rpynax 3 pi3HUM IepediroM NeviHKoBOi HepocTaTHOCTI. Mu Bupimmau BuzHauntu ['TIH,
AK TEpIIMA Ta TOCTPUN MPOSB 3aXBOPIOBAHHS MEUIHKH, HaBITh SKIIO 3aXBOPIOBAHHS €
xpoHIYHUM (auB. Berym). 3a3Buuaid, 1€ NMOE€IHYETHhCS 3 HETaTMBHUM T'€MOJII30M 3a
KymGcom Ta BIJHOCHO BHMCOKMM piBHEM OuUIipyOiHy, ajie 1i Kputepii He Oynu
00O0B'SI3KOBUMH JJIsl BUBHAYEHHS, BUKOPUCTAHOTO Yy 11K KiiHiyH1il HacTaHOBI.

I'TIH cnocrepiranacs y JiTed, NEpeBaXKHO MIUIITKIB, ajieé TaKoX Yy JiTel
MOJIO/IIIOTO BIKY Ta Y MOJIOJIUX JIIOJIEH, 31 3HAYHUM MEPEBAKAHHAM KIHOK, TOYMHAIOYH
3 mepiojly crateBoro qo3piBanHs. Jyxe HebaraTo nmamieHTIB OyJau ONMKCaHi Ta IKUM OYyJo
IPOBEIEHO TPAaHCILIAHTALIIO Y Billi >40 pokis.>>’

Tabu. 9. Cucrema ouniHoBaHHA TsKKOCTi XB 118 nporHo3yBaHHs pe3y/bTaTiB y AiTei 3
Nne4iHKOBOIO JleKoMIeHcallier 0e3 ennedanonarii (inaexc Binbcona KopousiBebkoro koJsieaky) 3a
Dhawan et al.

Ban (ﬁiﬁgii‘;) MHO ACT ﬂez‘l‘;‘%‘;” AnbGymin (r/m)
| o | 0100 | 0129 | 0-100 | 067 | >45 |
| 1 || 101150 || 1316 | 101150 | 6883 | 34-44 |
| 2 | 151200 | 1719 | 151200 | 84103 | 25-33 |
| 3 | 20130 | 2024 | 201300 | 104153 | 21-24 |
| 4 | >300 || >25> | >300 | >153 | 020 |

[Tpum.:. Skmo cymapHuii 6ai ctaHOBUTH >1 1, pekOMEHI0BaHO TEPMIHOBE BHECEHHS JI0 JIUCTA
ouikyBaHHs Ha T1I

Ta6a. 10. JIikyBaHHS Ta MOHITOPHHT

H Coui nuHKY || D-neninuniaamin H TpienTun

n000Ba eKCKpeIis Mifi 13
ceuero: 30—75 mkr (0,5-1,2

MKMOJIb)/Ha 00y Ha no0oBa eKCKpellist Milli || JoOoBa eKCKpelis Mifi
ITapamerpu niATpUMYBalbHIM Teparii; || 13 cedero: 200500 mkr || 13 ceuero: 150-500 mkr
a/IeKBATHOCTI || piBeHb IIMHKY B cupoBatii | (3-8 Mkmonb)/Ha 100y || (3-8 MkMOJIB)/Ha 100y
Tepamil >125 MKr/am; Ha MIATPUMYBaIbHIN Ha TATPUMYBaIbHII
Exckpenis HUHKY 13 ceuero || Tepartii Teparnii

>2 Mr/24 rox Ha
NIATPUMYBAJIbHIN Teparii

Yu cnio pozenaoamu TII y nayicumie i3 XB ma maxckumu He8ponoiuHumu
cumnmomamu?
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Pexomenpanii

e TII He npoTunokas3aHa naiieHram 13 XB Ta HEBpOJIOTiYHUMH CUMIITOMAaMU, SIKUM
noTpiOHa TpaHCIUIAHTALllsl 3 TPUBOAY JEKOMIICHCOBAHOTO IUPO3Y (pieeHd
00Ka3060cmi 2, CUIbHA PEKOMEHOaUinA, CUTbHUIL KOHCEHCYC).

e TII Mmoxe po3riiaaTucs, Ik IOKa3aHHs y NALIEHTIB 13 TSHKKUMU HEBPOJIOTTYHUMHU
cumnTomamu mpu XB, sKi He BIANOBIAAIOTH HA TEpalilo XeJlaTyIouuMu
npenapaTtamu (pieenb 00Kazosocmi 2, c1a0Ka peKomeHoayis, KOHCEHCYC).

Sxuro MiKyBaHHS XeJaTOpaMy Mijl Ta IIMHKOM pPO3M0YaTO HA PaHHIX CTaifX Ta
IPOBOJIUTHCS HAJIC)KHUM YUHOM, BOHO €(eKTHBHE /IS OUIBIIOCTI MalieHTiB 13 XB.
[TokpaleHHs KIiHI9HOIO CTaHy CIOCTEpiracThes Mmaibke y 85% manienris,?!®2393%0 g
BIDKMBAHICTH MOJII0HA 10 MOMYJISI{INA BiAMOBIIHOTO 13i1<y,361 3 MOKpAILIECHHSM 3arajibHO1
BIDKMBAHOCTI 32 OCTaHH1 gecaTuimiTTs. >+

OpHak, HEBPOJOTIYHI CHMIITOMH 3aJIMIIAIOTHCA BAXXKO KOHTPOJbOBAHUMHU,
OCKUIbKM paHHIM HEBPOJOTIYHUU nediuuT croctepiraetbes y 14,3% mnamieHTiB 3
IOYaTKOBUMH HENPONCUXIUHMMHU  posiamamm,’'>?132°1 14 moxe mpussectu 110
HE3BOPOTHHUX YPaKE€Hb TOJIOBHOT'O MO3KY y 44% TaKuUX MAII€HTIB Ta TSAKKOI 1HBAJIITHOCTI
ab0 HaBiTh CMEpPTi, HE3BaXAlOYW Ha ONTUMAalbHy Teparriro.’ 9821332 Tloripmenns
HEBPOJIOTIYHUX CHUMIITOMIB MOXe OYTH MEPBHHHUM Yy TAIlIEHTIB 3 HEBPOJOTTYHHUMU
3aXBOPIOBAHHAMM, BUSIBIEHUMHU de Nnovo, Y SKUX JIIKYBaHHS pO3II0YaTO HEIIOAaBHO, ajie
TAaK0K BTOPUHHHUM Y THX, Y KOTO JiKyBaHHS OyJIO IIepepBaHo Ta BigHOBIeHO. 2!

KnacuyHi rimoTte3uw s TOSCHEHHS LBOTO TapaJoKCalbHOTO TOTIpIIEHHS
BKJIFOYAIOTh: HEE(PEKTUBHICTh BHYTPIIIHLOMO3KOBOTO XeJlaTyBaHHS ab0 HaIMIpHY
MOOUTI3aII0 Mii, M0 MPU3BOIUTH 1O OKCHIATUBHOTO CTpeCy Ta IOCUJICHHS
TIONIKO/KEHHS TKAHUH MO3Ky. '30-363

3a BiJICYTHOCTI MOPIBHSUIBHUX JOCIIDKCHh Ba)KKO BHU3HAYMUTH, SKE JIKYBaHHS
BUKJIMKA€ HaWOLIbIIE TOCHUJICHHS HEBPOJOTIYHMX CHMITOMIB; OJIHAK, 3/1a€ThCS, II€
yacTillle IOB’A3aHe 3 XeNAaTYIOUNMHU areHTaMH, Hi 3 HMUHKOM,*0:207:209.210.213,364-366 (e
Ha JAHUW MOMEHT €JUHUMU Y3TO/KEHUMH PEKOMEHIAIISIMU [I0JI0 3HMKCHHS PU3UKY
HEBPOJIOTTYHOTO TOTIPIICHHS € MOYaTOK JIIKyBaHHS XEIaTyIOUMMH areHTaMH 3 HU3BKUX
7103 i3 MOCTYIIOBHMM 301IbIIEHHAM NpoTAroM 3—6 micsnis.**%* Ha xainp, miei nponosumii
MOXe OyTH HEJOCTAaTHBO JJIsi 3aro0iraHHs PO3BUTKY TMOTIPIICHHS HEBPOJIOTIYHOTO
CTaTycy.

TII € pekoMeHI0BaHUM TepaneBTUYHUM BapiaHnToM y Bunaaky XB 3 I'TIH a6o
TEPMIHAIBHOIO CTAMI€I0 IHUPO3Y, al€ 3 MOMEHTY IMEpIIOro IOBIIOMJICHHS OO0
NO3UTHBHUX HEBPOJIOTiUHMX pe3ynbTaTiB micis TII y 1973 poni,*¢7*%® micue uporo
TEPANEeBTUYHOTO BapiaHTy IS MAIIEHTIB 31 3HAYHUMU HEBPOJOTTYHUMU CUMITOMAaMHU
OyJI0 IIOCTABJIEHO i CyMHiB, 263369376

3a ocTaHHI I’ ATh AECATUIITH JaHi moa0 383 marfieHTiB i3 XB Ta HeBpOJIOTiYHUMH
cuMmnroMamu, ski nepenecin TII, Oynu 3apeecTpoBaHi 4epe3 PpPETPOCHEKTHBHI Ta
IPOCIEKTUBHI KOTOPTHI Jociimkenns’!$222:352354.355,377-404 964 3pitn mpo Bumagku Ta
cepii Bumankip;>6-367-368:405-434 68 manientam (17,8%) Oynu npoBeneHi TpaHCIUIAHTALII
BUKJTIOYHO Y€pe3 HEBPOJIOTiuH1 nopyieHHs, a 319 nepenecnu TII 3a moka3zaHHAMU 11100
MY IHKH.
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CyMapHuil piBeHb BHIKMBAHOCTI MAI[IEHTIB 3 HEBPOJIOTIYHUMH CHUMIITOMaMU
ctaHoBUB 92,5% uepes 1 pik Ta 89,1% vepe3 5 pokiB, 3 HITKOIO TEHACHIIIEIO 10 KpaluX
pe3yabTatiB TII y Okl Mi3HIX JOCHIKEHHSIX TOPIBHIAHO 3 OUIBII PaHHIMH, 110 MOXE
OyTH TOB'A3aHO 3 YJIOCKOHajdeHHAM MeToniB TII, a TakoXX MOKpalleHHSM BiAOOpY
kaHauaaTiB. OCHOBHOIO pUYMHOIO cMepTi (65,8%) OyB cerncuc.

Cepen namieHTiB 3 HEBPOJOTTUHUMHU Ta/a00 MCUXITYHUMU PO3JIaJlaMu, SKUM OyJ1o
npoBegeHo TII 3a moka3zaHHSMHU, 3Ha4YHE TOKpAaIIeHHS a00 TOBHE HEBPOJIOTIYHE
BIIHOBJICHHS criocTepiranocs y 76% mnaiieHTis, cradinizaiis — y 6,4% Ta noripuieHHs —
y 7,4% mnaiieHTiB, TOJOBHUM YMHOM 4Yepe3 MomepeaHid HEKpo3 MO3Ky B 0OazalbHHUX
rauraisax. Y 8,8% mnamieHTiB PO3BUHYJIMCS HOBI HEBPOJOTIYHI MPOSIBU. bimbuiicTeh
HEBPOJIOTTYHUX CUMIITOMIB, 1110 BUHUKAIW HA paHHiX cTaaisax micas TII, Oynu nos'szani
3 IMyHOCYIIPECHBHHMMH IIPEIapaTaMHu, ajie MeTa0oIiuHi mopymmenHs,**> mo npu3BoIuin
710 IIEHTPAJIILHOTO a00 €KCTPAmOHTUHHOTO MI€NiHOMI3y Oynu 3apeectpoBaHi y 5—-10%
Bumaakis, 104436

Cepen maliieHTIB 3 HEBPOJOTIYHUMHU Ta/a00 MCUXIYHUMHU MOPYIIEHHSMH, SKUM
Oyno nipoBeneHo T1I 3a moka3zaHHAMHU HEBPOJIOTTYHHUX pO3JIaiiB, 55/68 marieHTiB (80,9%)
Majau ToOMIpHE a0 3HayHE MOKPAICHHsS HEBPOJIOTIYHUX CHUMIITOMIB, a &8 TAIlI€HTIB
(11,8%) manu ix craburizanito. HaBiTh y jexauynx Maii€eHTIB 3 HAJA3BUYAWHO BaKKUMHU
HEBPOJIOTIYHUMH TPOSIBAMHU TIOKPAIICHHS OyJIO MOXKJIMBHM, MPUYOMY JICSIKI MAIliEHTH
3MOTJIH JIOCSATTH IMTOBHOT aBTOHOMI1. [TOBIiZOMIISLIIOCS, 1110 TOKPAIICHHS HACTAJIO MPOTITOM
3-10 pokis,** a mosuTHBHMIA eeKT 30epirascs MpoTAroM TpuBayoro vacy.>’ % Ilomxo
MOSIBU HOBHUX CUMIITOMIB, TIOB’ SI3aHUX 13 IMyHOCYyTIpeciero abo mo6iunnmu edpexramu T,
He nosigomsnocs. 11 nmanientis nomepnu (16,1%), nepesaxno Bix cencucy.’’’3903% Y
HaWOLIBININ onucaHiil cepii 3 14 peuunieHTiB, siKi 3HauyHO 3anexanu Big TII (Memiana
moaudikoBanoi mkanu Penkina (mRS) 5) 3 TsSODKKUMU HEBPOJIOTIYHUMHU CUMITOMaMU
(memiana UWDRS 105), 6anu mRS Ta pesynasraTr 32 UWDRS 3HauHO mokpaniuimcs
micns TII (p<0,0001 Ta p = 0,0003 BigmosigHo).>%

OrmiHka pe3yJbTaTiB ICHUXIYHOTO CTaHy € CKJIQJHOI dYepe3 BapiaOesbHICTh
IPEACTaBICHUX O3HAK Ta PI3HOMAHITHICTh (DaKTOPIB, IO MOTECHI[IHHO BIUIMBAIOTH Ha
KJIIIHIYHI pe3yibTaTH, TaKuX SK IMYHOCYIIpecHBHa Teparris, cama XB Ta cepilio3He
xipypriune BTpy4daHHs. Onnak, 101 mamieHT 3 cMUMOTOMaMU MCUXIYHUX PO3IajiB OyB
oOcrexenuit no ta micias TII 3 omucoMm MCHUXIYHUX TMPOSBIB a00 BUKOPHUCTAHHSIM
crenianbauXx aHkeT. Illomo >xomuux cyrreBux 3miH micns TII He moBimOMIISAIOCS, IO
CBITYHUTH TIPO Te, mo TII He mokpalye Ta HE MOTIPITYE CAMITOMH TICUXIYHUX PO3JIAIiB
y marmienTiB 13 XB. TicHa cmiBmpains 3 TncuxiaTpaMu € BaXKJIUBOIO [JISI TPHUAHSTTS
OCTATOYHOTO DIllIEHHsT Ta CTOCTEpesKer s, 77381,387.388,394-396,404.406,412.414-416.418.423,424,426-
428,430,432,433

TII Mmana Mo3UTUBHUH BILIMB HA IMATOJOTTYHI 3MiHM T'OJIOBHOTO MO3KY 32 JIAHUMHU
MPT y mepeBaxHiii OinbmocTi 3 26 mocmimkenb (71%), mpu 1bOMY TimEpCHUTHAT
T2/FLAIR 3HHMKaB Mmicisg CepeaHBOTO MEPIOJy CIOCTEPEKSHHS MICIS TPaHCIUIAHTAIlIT
BIPOJIOBK 3-X pOKiB.377-381,387.388,394-396.404.406.412.414-416.418 423,424,426 428 430432433 Y yaspcepmis
TOJIOBHOTO MO3KYy 3ajuIIanucs CcTaOulbHUMH y 26,1%. Jluimie y aBOX TMaIi€HTIB
CIIOCTEpPIranocs MOCUIEHHSI YPaKeHb FOJIOBHOIO MO3KY 3 IOMIMPEHHAM HEKpo3y.*2+433
byno mnoxkazano, mo TII mocnabmoe (11,4%) Ta HaBITH OPU3BOAUTH O IOBHOTO
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3HUKHEeHHS Kutels Kaizepa-®neiimepa y 70,9% mnaiieHTiB MICs CEPEIHBOrO MEPIOAY
CTIOCTEPEKEHHS BIPOTOBIK 3,7 POKIB. 36-354355.:368,382.388,394,396,398,399.405.413.418.422.428.437

Yu caio pozenadamu TII 6i0 ncueozo oonopa y dimeii i3 XB ma nokazannamu
oo TII?

Pexomenganis

e TII BiAg XKMBOrO CHOPIAHEHOTrO JOHOPa (3 BUKOPHUCTAHHSM JIIBOi a0o0 MpaBoi
YaCTKU TEYIHKHM, 3aJ€KHO BiJl BIKY PELUIIIEHTA) CIIJ PO3MVISIAATH 3a YMOBU
BUKJIIOUeHH XB y aoHOpa (pieens Ooxkazoeocmi 3, cuibHa peKoMeHOauis,
CUIbHUI KOHCEHCYC).

Kinbka mociimkenb onucytoth TII Bij ®KUBOTO JOHOpPA SK JJIS TOCTPOI, TakK i JIst
JICKOMIICHCOBAHOT TEYiHKOBOI HeJocTaTHOCTI. KuTaliChbkuii JOCBiJ MOKa3aB XOpPOIi
pesynabTat y ABox mamieHTiB 3 ['TIH Ta 32 mamieHTiB 13 XpOHIYHUM 3aIlyIIeHUM
3axBoproBaHHAM neuinku. Cepen Hux 13 manicHris Manau HeBponoriuni npossu XB. 3073
iHImoro 6oky, TII Bia >KMBOTO JOHOpPA y €BpOINEHUCHKIA 0a3i gaHuX Oyna MoB’s3aHa 3
HU3bKOIO BIMDKHMBAHICTIO TMAIIEHTIB Ta TPAHCIUIAHTaTa. TakoX BiJ3HAYaIW JOBIIMHA Yac
OuiKyBaHHsA Ta OinblIe yCKIaAHEHb MiCAsS TpaHCIUIaHTamii. >>° ['pyma IOCHiIHUKIB 3
Anonii noBigoMuia npo mo3uTuBHI pe3ynabratu TII y cBoiil kpaiHi. [lokazaHHsM mis
TpaHCIUIaHTallil Oyia XpoHIuHA MeYiHKoBa HeaocTaTHICTh Y 42 miteid ta ['TIH y 17 miteit
13 XB. Iloka3Huk® BH>KMBAHOCTI MAIIEHTIB Ta TPAHCIUIAHTATIB BIpooBX 1, 5, 10 Ta 15
pokiB craHoBwin 98,4%, 96,6%, 94,7%, 77,5% Tta 96,6%, 94,7%, 90,1% Ta 62,9%
BianoBigHo.*% Xoua METOMKH 5Ki 3aCTOCOBYIOTHCA Ta BiK NALIEHTIB, AKi nepeHocats TII
BiJl UBOTO JOHOpA, PI3HATHCA, MIOCBIJ KOMaHIW TPAHCIUIAHTOJIOTIB HaJ3BUYATHO
BKJIUBHM JIJII MPUAHSATTS PIIICHHS KOMY Ta KOJIH ii TPOBOJIUTH.

Yu cnio eionosnroeamu xearamomepaniro y nayicumis i3 XB, akum eukonano
Tir?
Pexomenaanis
o Xenarorepamis micns TII He mokazaHa (pieenv oOokazosocmi 4, cuibha
PeKomeHoayia, CUIbHUI KOHCEHCYC).

TII xopurye mediHKkoBI wmeraboniuHi jgedektn npu XB Ta go3Boise
HOpPMAJli3yBaTH II03aleYiHKOBMI po3moin mini 6e3 Tepamii XB.3*?”3 Omxe, cnenudiyne
MenukaMmeHTo3He JikyBaHHs XB micns TII, 3a3Buuaii, He motpiOoHe. Jleski aBTOpHM
3ampononyBanu marieHTam micias TII mpogoBkyBaTu AIETY 3 HU3BKUM BMICTOM Miji.
Takok MOKE 3aCTOCOBYBATHCS MoOHOTepamis LuHKOM*** aGo xemaropamu®®® s
MOKPAIICHHS IOBIOCTPOKOBOTO MPOrHO3y. lle 0co0mmBO akTyanbHO, SKIIO €KCKPEIis
Migl 3 ceduero 3ajaumaerhbes migsumeHoro mmicis TII. JlaHmx 3aHaaTo Maio, o0
MIATBEPUTH TO3UTUBHUN eeKT Ii€i mpoueaypu. SKI0 XenaroTepaniio 30epiraroTh
micast TII, pekoMeHayeThCsl PEryasipHUM KOHTPOJIb PIBHS Mill B CHPOBATII KPOBI Ta
eKCKpelii M1/l 3 ceuero Ji1 YHUKHEHHS 1ePIuTy MII.



68
MOHITOPHHT JIiIKyBAHHA

Aki napamempu ma o6cmedrcenHsn, OKpim Mapkepie 0OMIHy Midi, i 3 AKOI0
yacmomoro ciio Konmponioeamu y nayieumie iz XB 3a1ei#cHo 610 iIXHb020 KNIHIYHO20
cmany?

Pexomenpamii

e [lamientu 3 XB, cTan skux ctabutibHUN Ha (OHI JIIKYBaHHS, MalOTh IPOXOJIUTH
MOHITOPHHT KOXH1 6—12 Mics1iB (pieenb dokazoeocmi 4, cnabka pekomenoauis,
KOHCEeHCYC).

e [lamienTiB, SKI HEU[OJIABHO PO3MOYAIM JIKYBaHHS, MAaIOTh JEKOMIIEHCOBAaHUM
UPO3 TMEYIHKH, 3HAYHUUA HEBPOJIOTTUHMNA JediuuT abo MiJo3py Ha HU3BKY
KOMIUTA€HC J0 Teparii MOTPIOHO CIOCTEpIraTH YacTille (pieens 0okazoeocmi 4,
CUIbHA PEKOMEHOAaUisA, KOHCEHCYC).

e MOHITOpUHT Mae BKJIOYATH: 30ip aHAMHE3y IIOJI0 CUMIITOMIB Ta JOTPUMAHHS
peXKUMY JIIKyBaHHS, (i3ukasbHe OOCTE)KEHHS, BUMIPIOBaHHS Macu TUla Ta
MOKa3HUKIB KUTTEMISIBHOCTI, 0)TaTbMOJIOTTUHE 0OCTEKEHHS, SIKIIO HA MOYaTKY
Oynu BusiieHi kuiblls Kaiizepa-@uneiiiiepa ado € CyMHIBH HIOJI0 JOTPUMAHHSA
peXUMY JIIKyBaHHS, Ja0OpaToOpHl JOCTIIKEHHS (3arajJbHUM aHajai3 KpOBI,
NEYIHKOBI Ta HUPKOBI MPOOH, Koaryjgorpama, sIKIio y Maii€HTa J11IarHOCTOBAHO
1upo3) Ta Y3/ opraniB 4yepeBHOT OPOKHUHH (PigeHb 0oKazoeocmi 3, cuibHa
PeKomeHoayis, KOHCEHCyc).

e [lamienTn 3 XB Ta 11upo3oM mediHku CiIij 00CTEKUTH HAa HASBHICTh YCKIIAIHEHb
NOPTAIBHOI TiMepTeH31i Ta renaToUeTI0IIPHOT KapIIUHOMHU (PiéeHb 00KaA3060cmi
3, cunbHa peKomeHoayis, KOHCEHCyc).

[TamieaTn 13 XB MOBUHHI MPOXOJWTH TEPIOAUYHI OOCTEKEHHS, NPHHANMHI,
KO>KH1 6 MicsI[iB. B1abII YacTHH OIJIS MOYKE 3HAJOOMTHCS MAaI[l€HTaM, K1 HEIOJaBHO
po3MoYay JIIKyBaHHS, a TaKOX TAaIliEHTaM 3 JEeKOMIICHCOBAHUM ITUPO30M TCUIHKH,
3HAYHUMHU HEBPOJIOTIYHUMHU MOPYIIEHHIMHU a00 MiA03POI0 Ha HEIOTPUMAHHS PEKUMY
nmikyBaHHs. [[71s marieHTiB, sKi cTaOIBHO JIKYIOTHCS BIPOJOBXK OaraThOX pPOKiB, 0€3
Mpo3y abo HEBPOJIOTTYHUX MPOSABIB HA TIOYATKY JTOCHTIIKEHHS, CTIOCTEPEKSHHS MOKHA
MPOBOJUTH KOXHI 12 MicamiB. MeTra MOHITOPUHTY — OI[IHUTH PEAKII0 Ha JIIKyBaHHS,
BUSIBUTH TIOTCHINIHI MOOIYHI edekTr Ta 3a0e3MeYuTd TOTPUMaHHS IMPU3HAYCHOTO
TKyBaHHS.

MOoHITOpUHT Ma€ BKIIOYATH 30ip aHaMHe3y, 30KpeMa MO0 MOSBH OyIb-IKUX
HOBUX CHMIITOMIB, a TaKOX OIlIHKY JOTPUMaHHS TAIliEHTOM TPHU3HAYEHO]
MEIMKAMEHTO3HOI Tepamii fK y 4YacTHHI JO3yBaHHS, TaK 1 MNPHUAOMY TIpemapary
HaTIIecepIe.

Qi3uKaTbHUA  OTJIA TIOBUHEH BUSBIATH CHMITOMU YypaXXEHHS TEYiHKH,
HEBPOJIOT1YHI MPOSBH Ta 3MIHM MIKIpH y TAIIEHTIB Ha NeHimmwiamidl. Ciif BU3HAYATH
Macy Tila Ta PEECTpyBaTH BUMNAJAKH BXUBaHHSA ajkoroito. [lamientam ciin
PEKOMEHAYBaTU NIATPUMYBATH Macy Tila B HOPMI, yTPUMYBATUCA Bl NpUHOMY
QJIKOTOJII0, SIKIIO y HUX MHPO3, a Yy IHIIWX BUIAJKaX BXXUBATH AJKOTONbL JIMIIE B
pekoMmeHaoBaHux Mexax. Kinbis Kaitzepa-®nelimepa ciiji nepioguvyHO MEPEBIPSTH,
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SIKIIIO BOHU MPUCYTHI HAa TOYATKy XBOPOOU a00 SKIIO € 3aHEMOKOEHHS 111010 TOTPUMAaHHSI
pEKOMEeHIaIlii.

JlaGopaTtopHi JOCHIIPKEHHST TIOBMHHI BKJIIOYAaTH TOBHUM aHali3 KpOBI,
MEYIHKOBUN, HUPKOBUM, KICTKOBUH Ta KOATyJISALIAHUN TpOd1iJib.

[TamieHTaM 3 HUPO30M, BUSBICHUM Ha NIOYATKY 1arHOCTHKHU, MOKE 3HaJIOOUTHCS
V3]1 mediHKM KOXKHI 6-MICSALIB [ BUKJIIOYEHHS TIeNaTOLENIONIPHOT KapLUUHOMH,
0COOJIMBO 3a HAsBHOCTI CYMYTHIX (aKTOpiB, TaKUX SIK OXUPIHHSA a00 MiJBUIICHE
CHOKMBAHHS aJIKOTOJII0. 39441

Axi napamempu o00miny mioi cnio eukopucmosyeamu 0711 MOHIMOPUHZY
nauyienmig iz XB?

Pexomenpamii

e AnexkBaTHICTh  JIiKyBaHHsS  D-meHinuinamiHoM  ab0  TPIEHTUHOM  CIIIJ
KOHTPOJIIOBATH HA YCIX €Tarax Tepanii mIiXoM BUMIPIOBaHHS 1000BO1 eKCKpelii
MiI 3 CEUer Ta BMICTY MiAl B CHPOBATIll KpPOBI, HE TIOB’sA3aHOI 3
nepyJsomiasMiHom (BUTbHOT Midil), abo BOM, sKkmio 1e MOXIHUBO (piéeHb
0oKazoeocmi 3, CUIbHA PEKOMeHOaUisn, KOHCEHCYC).

e AJCKBATHICTh JIIKyBaHHS COJSMHU IIMHKY CJIiJi KOHTPOJIOBATH Ha YCIX eTamax
Teparnii NUITXOM BUMIPIOBaHHS JOOOBOI €KCKpeIlii MiJli 3 C€4er0 Ta BMICTY MiJli B
CHUPOBATIII KPOBI, HE TIOB’A3aHOI 3 IIepyJIOIIa3MiHOM (BUIbHOI Mifi), abo BOM,
AKIIO 1€ MOXKJIUBO (Pi6eHb 00KA3080CMI 3, CUIbHA PEKOMEHOAUIA, KOHCEHCYC).

e Mounitopunr piBHi BOM pexkoMeHI0BaHUN 3a HAsSBHOCTI MOXJIMBOCTI; il
MOKa3HUK Ma€ MPOTPECUBHO 3HIKYBATUCS Y BIAMOBIAL HA JIIKYBAHHS (piéeHb
0okazoeocmi 3, c1a0Ka peKomeHoauis, KOHCEHCyc).

e [IpuXUNBHICTH 10 JIKYBaHHS MOKHA OI[IHUTH HA OCHOB1 MOHITOPHHTY PiBHIB MiJi
B CHPOBATIIi, HE MOB’sA3aHOI 3 Iiepysomia3mMiHoM (BuUTbHOI Miai), BOM, a takox
1000BO1 eKCKpeIlii Midl 3 ceuero Ha MoYaTKy JOCHIIHKeHHS Ta depe3 48 roauH
MiCIS TPUIMHEHHS TPUHAOMY XeJIaTopiB (pieeHb oOokazoeocmi 3, ciadKa
PeKomeHOayis, KOHCEHCyC).

Mera niKyBaHHS — 3MEHIIICHHS HAJJTUIIIKY Mifll B OpraHi3Mi. ToMy, OKpiM OIlIHKH
KIIIHIYHUX O3HAK 3aXBOPIOBAHHS, HAJIEKHUM MOHITOPHHT OanaHCy Mifli € BaKJIUBUM JIJIs
OIIIHKY €(DEKTUBHOCTI JIIKyBaHHS Ta YHUKHEHHS HEJOCTATHROTO €(EKTY, 10 MOXKe OyTH
HACJTIIKOM HEJOTPUMAHHS PEKUMY JIIKYBaHHA a00 HAJAMIPHOTO JIIKYBaHHS, SKE MOXE
npussecTd 10 Aedinury mini.**> MOHITOpMHT 0COGIMBO CKIAIHMI y HAILiCHTIB i3
MOCTIMHO TMiJBHUIEHUMU TpaHCaMiHA3aMU CHUPOBAaTKH KpOBI, SKi 3amepedyioTh
HEJIOTPUMAHHS PEXXUMY JIKYBaHHS.

Hapa3i moniTopunry nikyBaHHs XB He BHUCTadae HaAIMHUX Ta TMOBHICTIO
BaJIiIOBaHUX O10aHATITHIHUX METOAIB. [IpoTarom 0aratbox AECATHIIITH META00III3M Mii
pu XB o11iHIOBaBCS 32 KOHIICHTPAITIEIO TIEPYIIOMIIa3MiHy B CHPOBATIII KPOBi, 3araTbHOIO
KOHIIEHTPAII1}0 MiJli B CHPOBATII1 KPOBI Ta JOOOBOI EKCKpELii Mijli 3 CEU€el0, SIK OMUCAHO B
OCTaHHIX MDKHApOIHHMX peKoMmeHjanisax. 684219243443 (ragn. 10). Sk 3a3HayeHo B IMX
PEeKOMEHIAIIAX, CJIJI KOHTPOJIIOBATH MOKAa3HUKUA JT000BOI €KCKpelii Mial 3 cedyer Ta
MIATPUMYBATH 11e¥l moka3HUK B Mexkax 150-500 mxr/Ha 100y (3-8 MKMOJIb/HA 100Y) npu
HiATPUMYIOUiii Tepaii xexaTopamu, #6-84101.219.:443.444
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[Toka3nuku 1060BOi exckpeii Miai 3 cedero >500 Mkr/Ha 100y y MaLi€HTIB, SKi
OTPUMYIOTh JIIKYBaHHS, SIKIIO paHimie BoHU ctaHoBmwin 200-500 Mkr/Ha 100y, CBiTUaTh
PO HEIOCTATHIO JTif0 TIpenapary (MOpYIICHHS PEXUMY IPUIOMY, TTOTaHEe BCMOKTYBaHHS,
HEHAaBMHCHE HU3bKE JI03yBaHHs) a00 PO HAJIMIPHE CIOKHUBAHHS M1l 3 DKEIO.

Jlo6oBa exckpertist Miai 3 ceyero <100 mkr/Ha no0y (<1,6 MKMoab/Ha 100y) Ha
¢doHi Tepamii XxeJaTopaMHd MOXKE€ CHUTHANI3yBaTH MPO HaAMIpHE JIIKYBaHHS BHACIIIOK
HAJUIMILIKOBOI'O BUBEJEHHS Mijli a00, 1HOJII, € HACIIAKOM IPUIMHEHHS TPUHOMY JIKIB.
[Ipu HagMipHOMY JIIKyBaHHI PiBHI MiJli B cupoBarii kpoBi Ta BOM € nyxe HU3bKUMH,
TaK caMo SIK 1 MOKa3HUK MiJli, HE TIOB’3aHO1 3 IIEPYJIOTUIa3MIiHOM (3a3BUYai <5 MKI/1ii),
X04a PO3paxyHKOBE 3HAUYCHHS MOKE HE 30BCIM TOYHO BioOpakatw mei cran. HaBnakw,
SKIIO HU3bKa CKCKpEIlis Mili 3 CEUelo CYMPOBOIKYETHCS MPUIUHCHHAM TPHHAOMY
npenapary, To piBHI Mii B cupoBariii kpoBi Ta BOM 3pocTaroTh, Ta MOKa3HUK Mijli, HE
OB’ 513aHO1 3 LEPYIIOIIIa3MIHOM, MOXKE OYTH MIABUILEHUM (>25 MKT/1).

[TomepenHi €BpoMEiChKI HACTAHOBH 3 XB peKOMEHIYIOTH NMPUIIMHUTH TEPaIlito
XeJaTopaMu 3a 2 JAHI J0 BHU3HAuUCHHs J000BOi EKCKpelii Mifl 3 cedero, TOMal SIK
aMEPHKAHCHKI HACTAHOBH IPOIIOHYIOTh TAKUM MiIXi K albTepHATUBHUIA BapianT.*6-34206

[Tin gac TpuBajoOro JIKyBaHHS XEJaTYIOUMMHU arcHTaMu 2-JICHHE IECpEepHUBAHHS
JIKyBaHHS TOBUHHO NIPU3BECTH J10 HOpMaJTi3allii piBHs J00O0BOT KOHIIEHTpAIIil Miji B ceui
(<50 MKr/mm) 1 € HagIHHUM METOJIOM IMiITBEPPKCHHS JOTPUMAHHS TAIlIEHTOM PEXKUMY
J1i1<y13aHH51.205 [Tin BrtMBOM coJieil IMHKY 1000Ba eKCKpelis Mial 3 cedero <20 MKr/Ha
100y (<0,3 MKMOJIb/Ha 100Y) CBITYUTH PO HAAMIPHE JIKYBaHHS, TO/II sIK 3HAUYCHHSI, BUIII
3a 1boBi (> 100 mkr/Ha 100Yy), CBIAYATH PO MOTaHE JOTPUMAHHS PEXKUMY JIIKyBaHHS,
HEJO0CTaTHE J103yBaHHA a0o MIJBUIIEHE CIOXUBAHHA MiJl 3 DKero. Po3ymMHOI0 METOI0 Y
NiTell € MiATpUMKa 1000BOi eKckpelii Mimi 3 cedero Mk 1-3 MKr/kr/Ha no0y.*%
Exckpertis nuHKY 3 ceuero, 3 IIIbOBUMHM 3HAUYCHHSIMHU >1-2 Mr/Ha mo0y, Moxe OyTH
BUMIpsTHA JIJIsl TIEPEBIPKH JOTPUMAHHS PSKUMY. BMICT IMHKY B c€4i MO3UTUBHO KOPEITIOE
i3 3arajbHOIO JJOOOBOKO J03010 LUHKY NAILlieHTa,’?> a piBeHb IIMHKY B CUPOBATI[ KPOBi
TaKOXK MOXe OyTH 1HHOpPMATUBHUM 1 MOBHHEH OyTH >125 Mr/m.

OCHOBHMM OOMEXEHHSM BKa3aHUX METOMIIB € Te, o A00oBuMi 30ip cedi €
CKJIQJIHUM, OCOOJIMBO y MAaJICHBKUX JITeH, 1 pe3yJbTaTH IOKa3yIOTh BEIUKY
BapiaOeNbHICTh JAaHMX Yy TAIIEHTIB, IO pOOUTH TIei OloMapkep HeiacaTbHUM
mapamMeTpoM 130JbOBAHOTO MOHITOPUHTY JJiIi OTPUMAaHHS PEKOMEHIAIN II0J0
niKyBamHs, 20621946447

To Ta iH. Oyi0 TPOBEACHO MOCTIIKCHHSI, METOIO SKOTO OYyJ0 BCTaHOBJICHHS
3akoHoMipHocTi migBuiieHHs piBHA AJIT Tta ACT y mopocnux mamieHTiB i3 XB, 110
OTPHUMYBaJIU IIKyBaHHS B cepeqHboMy mpotsarom 21 poky.**” HassricTs mini y 1000Bii
cedl BiJ HHU3BKOTO 70 HOPMAJIBLHOTO HAMpsAMY HE KOpelroBajga Oe3MOCepeHbo 3
Hopmanizarieto piBHs AJIT Tta ACT 3a pi3HMX cXeM JiKyBaHHs (TpieHTHH abo D-
neHinuiIamia abo nMuHK abo kombOiHOBaHa Teparis). [logiOHUM YHHOM, OUTBIII BHCOKI
PiBHI €KCKpeIIii Mijli 3 ceuero He MmoKaszanu JiHiiHo1 kopensii 3 piBHsMu AJIT ta ACT.

MOoOHITOPUHT pIBHS Mil, HE TOB’sA3aHOI 3 UEPYJOIUIa3MIHOM, JIaBHO
PEKOMEHI0BaHUM, OCKIIbKH BIH TEOPETUYHO BiI0OpaKkae TOKCUYHY (Ppakiiiro Miai, TOOTO
TaK 3BaHy «BUIBHY MiJlb», OCOOJIMBO Yy MAI[I€HTIB, SIKI OTPUMYBAJIA X€JIATOPU MIML, 110
MOOUTI3YIOTh ~TKQHWHHY Mijb, CIPUSIOYM  YTBOPEHHIO Ol0JOCTYNMHOIO MYy
UPKYJIIOI0Y01 Mifli. Y MaIl€HTIB MPU aJICKBaTHOMY JIKyBaHH1 BMICT MiJii, HE TIOB’ A3aHOT
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3 LIEpYJIOIUIa3MIHOM Y CHpPOBATIl KPOB1 3HAXOUThCA B J1ana3oHi 5—15 Mkr/an. Binpazy
MICJST TIOYATKY XEJNaTyrouoi Tepamii piBeHb Mifl, HE MOB’SA3aHOI 3 LEpPYyJIOIIa3MIHOM,
3a3BUYail CTAaHOBHTH >15 MKI/mi, 3TOJOM B3HIDKYETHCS Ta HOPMAIIBYETHCS TIPHU
edekTUBHOMY JiKyBaHHI. OJIHaK, piB€Hb MiJl, HE MOB’SA3aHOi 3 LEPYJIOIUIA3MIHOM,
OITIHFOETBCS 3a JIOTIOMOTOI0 PO3PAaXyHKOBOTO METOJY, SKHW Tependadae BpaxyBaHHS
CHIBBIIHOUIEHHS LEPYJIOMIa3MiH-MIb/IepyIoiazMin 6:1, 10 Moxe JaBaTH HEraTUBHI
3HAYEHHS, 1110 € O10JI0T1YHO HenpaBaonoA1I0HUMU. KpiM TOro, xoua 3Ha4eHHs! PIBHS Mil,
HE OB’ sI3aHO1 3 LIEPYJIOIJIa3MIHOM, MAalOTh TEHACHIIIIO A0 3HUKEHHS 3 YaCOM MPOTITOM
JIKYBaHHS, MOBIIOMJIIIOCS Mpo OuUIbLIy Bapialiio pe3yibTaTiB, HDK THX, IO
CIIOCTEPITralid JIJIsl MIBUJKOCTI €KCKpeIlii Mifi 3 ceuero.?%¢

[Tokaznuku BOM 3apa3 peryasipHo KOHTPOJIIOEThCS Y MAIIEHTIB, IKI OTPUMYIOTh
nikyBaHHs, y @panuii, Icnanii, Jaunii Ta [aaii, 1 nepedyBae Ha cTajii OMIHKK B 1HIIHNX
Kpa'l'HaX.448 Ha cvoromni BOM mie He BKIOUEHUH J0 KIIHIYHUX PEKOMEHIAIlid, 3a
BUHATKOM @pannii,**’ a Takok 10 KIIHIYHMX JOCHTIIKEHb, aj€ HEIOAABHO OyJIo
TIOKa3aHo, 1110 11l TTOKA3HHUK € TOYHUM IHCTPYMEHTOM JIJIS TTOAAJIBIIIOTO CIIOCTEPSKCHHS
3a XB.?”” ABTOpW TOBIIOMIIH MPO TOBTOCTPOKOBI 3MiHM piBHIB BOM miono piBHIB
eKCKpeIlii Mifi 3 cedero y aiTelt 13 cumnromamu XB mig yac xenarorepanii. Y 36 mitei
(memiannumii Bik 10,5 [8,4-13,1] pokiB), mepeBakHO 3 MeuiHkoBO0 Gopmoro XB (n = 31),
menianne 3HaueHHs BOM cranoBumo 1,01 (0,60-1,52) MKMOnb/T Ha MOMEHT
BCTAHOBJICHHS J[IarHO3Yy Ta 3HAYHO 3HU3HJIOCS MPOTATOM TIEPIIOTO POKY XeJIaTOTepalrii,
noTim ctabimizyBanocs Ha piBHi 0,43 (0,31-0,54) MkMoOJIB/1T TTiCIIA 5 pOKIB XelaToTeparii.
AHAJIOTTYHO CITOCTepirajocs 3HayHE 3HIDKEHHS J000BOi €KCKpellii Mial 3 cedero
IIPOTATOM IIEPIIOTO POKY XeJaTyBaHHs, SIKE MOTIM CTa0UIi3yBajgocs, M0 CBITYUTH MPO
KOPHUCHICTh 000X O10MapKepiB y KIIHIUHIN MPAKTHUII 1T MOHITOPUHTY JIIKYBaHHS.

[HII1 MeTonM BUMIPIOBAHHS Midi, HE3B’S3aHOI 3 IEPYJIOIUIa3MIHOM B TUIa3Mi
(ANCC), € nyxe TmepcrneKTUBHUMU Ta Oynau po3poOJeHl id TepaneBTUUHUX
KOHTPOJIbOBAaHUX JIOCTIKEHb. AHAII3 Mii, HE IIOB’S3aHOi 3 IEpYJIOIJIa3MIiHOM, 3
BUKOPUCTaHHSAM piguHHOT Xxpomatorpadii tTa mac-cnekrpockomrii ICP (NCC-Sp), nns
OararorieHTpoBOro KoHTposiboBaHoro aociimkenns (NCT03539952) CHELATE
(tpieatnH-4HCI potn D-neninmiaminy), B skomy 53 gopocii 31 ctaburbHOI0 XB Oynun
BUIAJKOBHUM YHHOM PO3MOJUICHI Michs 12-TH)KHEBOTO TMEpIoAy CIIOCTEPEKCHHS Ha
rpymnH i3 3actocyBanHsaM D-neninunaminy a6o tpicaruny-4HC1 Buponosx 24 Trxuis.*>°
[Mapwi 3pazku ayis NCC-Sp ta 1000B01 eKCKpelii Mifli 3 ceuero MOPIBHIOBAIN J0 Ta Yepe3
24 TrXHI TCHS paHIOMI3aIlii.

Bamimamiitni mocmimkenas aus NCC-Sp Bkimrodanu 50 370pOBHX JIOPOCIHX 3
nianazonom (Bim 2,5% mo 97,5%) 40-150 w™kr/m, SKuii BHKOPUCTOBYBABCS SIK
pedepeHTHHI LIABOBHI I MOMYJIALil, IO 3HAXOJAMIACH HiJ CIOCTEpeKeHHAM* 1452
PexomeHnmoBaHmMil TepanmeBTHUHHMM Jianma3oH sl A00OBiM €KCKpemii Miai 3 cedero
cranoBuB 200500 mkr/ Ha 100y. NCC-Sp 3HaxoauBcs y pedepeHTHOMY Aiama3oHi Ha
MOMEHT PaHIOMIi3allii Ta HAPUKIHII AocTipKeHHS y 86% mpotu 84% 0ci0 BiAMOBIIHO,
TOA1 SIK 10OOBa EKCKpelish MiIl 3 ceuero Oyja B pEeKOMEHJIOBAHOMY TEpPaneBTUYHOMY
niama3oHi juiie y 41% npotu 37% BignoBimHO. Y3romkeHicTh, ko NCC-Sp, Tak 1
n000Ba eKCKpeliss MiAl 3 ceyero Oylid B MeXaX HOPMHU Ha paHJoOMi3allii B KIHII
nociiikenHsi, cranoBuia 17/49 (35%) ta 17/51 (33%) BinnosinHo. NCC-Sp maB MeHIy
BHYTPINIHBOMNAIIIEHTCHKY BapiaOeIbHICTh, HIXK €KCKPELlisl M1l 3 Ceueto, 110 CBIIYUTH PO
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Te, o NCC-Sp € Ou1blI HaAIMHUM Ol0MapKepOM AJIE MOHITOPUHTY XeJIaToTepamnii npu
XB.451

[Ticns oTpuMaHHS LMX JAaHUX, OyJO MPOBEIECHO HEBEIUKE MOCIIIKEHHS, SKE
Mano Ha MeTi Bu3HauuTH, 4d € dNCC kopucHUM OlOMapKepoM aJii MOHITOPHHIY
JIKYBaHHSI Ha OCHOB1 JJaHUX 3 0araTOLIEHTPOBOr0, MI>KHAPOJHOIO PEECTPY MALIIEHTIB 13
XB (ueHTp KoopauHaiii naHux Ta OiocxoBule y €iabcbkomy yHiBepcuteTi). ANCC
BH3HAYaJM B CUPOBATIIl KPOBI MAIIEHTIB, SIKI OTPUMYBAJIM Tepamito HMHKOM (n = 13) abo
TpiEHTHHOM (N = §), BAKOPUCTOBYIOUH paHIlIe ONMMCAHUI HOBUM aHaNi3, 3aCHOBAHUM Ha
BHI03MiHi GilIKa MiJli Ta Mac-CIIEKTPOMETPIs 3 iHAyKTHBHO 3B'13aH0I0 1a3Mo10.%% ANCC
konuBaBcsa Big 0,22 go 1,66 MKMOJB/J, IPUUOMY CEpEeAHE 3HAYEHHS JUIsl JIKyBaHHS
IIUHKOM OyJI0 3HaYHO HMK4YUM 1 cTaHoBUIO0 0,74 + 0,29 npotu 1,21 + 0,37 MKMoOIIb/1T 118
TUX, XTO oTpuMyBaB TpieHTUH (p = 0,009). na nosiaku, aianazon dANCC nust nomyssiii
3 XB cranoBuB Bim 1,17 mo 3,87MkMoOib/n. 24-rOAWHHE BUBEICHHS MiAl 3 CEUCHO
nokazano cnabky kopemsnito 3 dANCC, xouda cepenHi 3HayeHHS OylM B OYIKYBaHUX
nianasoHax ISl GiIBIIOCTI MALEHTIB, SKi OTPUMYBAIIU TPHBAIE JTiKyBaHHs. *4°

ByB po3pobiieHuii 1HIIMI METO MPSMOi Ta MBUIKOI PIIMHHOT XpoMaTorpadii -
Mac-CIEKTPOMETPIs 3 IHAYKTUBHO 3B’S3aHOI0 TUIA3MOIO JUISl OI[IHKK METaboi3My Miji
mig 4ac oikyBaHHa ALXN-1840 (Gic-xomim TteTpartiomoniomatom).**  Amamniz
BUKOPHUCTOBYE IMYHO3aXOIUICHHS IEPYJIOIUIa3MiHy 3 TIOJANBIIUM XeJIaTyBaHHIM Ta
dubTpaniero 11 BUAUICHHS PI3HUX (pakiii Mii, BKIIOYAOUU HEPYIIOIIa3MiH-01I0K,
nepynomiazmin-Cu, ANCC Tta nabuibHO 3B’ s3aHYy MiJlb Yy Iia3Mmi JiroguHu. HemogaBHO
TaKoXK Oys10 po3poOieHo (hIyopoOMeTpUYHUN aHATI3 JJi1 BU3HAYCHHS JIAOUTLHUX 10HIB
migi (II) y cupoBaTiii KpoBi, SKHH MOXE€ BUSBUTHUCS KOPHUCHHM [IJI1 MOHITOPUHTY
porpecy JiKyBaHH:.*>

Hapemti, Oyio mokasaHo, 1Mo KOHIIEHTpAIlis MiJl B CIIMHHOMO3KOBIH piAuHI Yy
MAIlI€EHTIB 3 HEBPOJIOTTYHUMHM MOPYIICHHIMHU MOBUIHBHO 3HMKYETHCS TIPOTITOM 0aratbox
POKIB pa30oM 31 3MEHIIICHHSAM KJIIHIYHUX CHMIITOMIB, a y MAIIEHTIB 13 HEIOTPUMAHHSIM
JIKyBaHHS — MOJKE IiaBHINYyBaTHCsA. Lle CBimuWTH, III0 BOHA MOXE BITOOpaKaTH
HAKOIMMYCHHS Mil B MO3Ky Ta MOXe OYTH KOPHCHOIO JJII MOHITOPHHTY y JIyXKe
crenu(pivHuX KITHIYHUX cuTyarigx, 200436457

MiniManbHa pEKOMEHIOBaHA YACTOTa MOHITOPUHTY CTAHOBHUTH JBA Pa3u Ha piK.
binbm gacTuii MOHITOPUMHT TOTPIOEH HA MOYATKY JIKYBAaHHSA IJIsi TUX, XTO BiIUyBa€
MTOCUJICHHS CUMITOMIB a00 MOOIYHUX e(EeKTIB JIKIB, a TAaKOXK JJIs OCi0, siKi, KIMOBIpHO,
HE JOTPUMYIOTHCS PEXKUMY JIIKYBaHHS

VY Himeuuuni Oylio mpoBeaeHO OMUTYBAHHS MI0JI0 MPAKTHKUA MOHITOPUHTY XB,
Ake oxonwno 63 BigginenHa.*® 48 BigmiieHs NOBIIOMHIM, IO JOTPUMYIOTHCS
MONIEPEAHIX EBPONEHCHKUX PEKOMEHAIM 1100 THMYACOBOTO MPUITMHEHHS XEJIaTOPiB
nepea BU3HAYEHHSM JO0OOBOI eKkckpemil MiAi 3 cedero. YacTuHa BiIIUICHB, SKi
MPU3YNUHWIA JTIIKyBaHHS XeJlaTopaMy JI0 TOYaTKy BUBEIEHHS Mimi 3 cedero, Oyra
HU3BKOIO y meaiatpii (15%) Ta BUCOKOIO y BITUICHHSIX HEBPOJIOTii Ta TaCTPOECHTEPOIIOT 11
(pazom 70%). BuibiricTs namieHTiB 13 XB KOHTpoItOBaiu NpuHaiMH1 KOXkH1 3-6 MICSIIIB
(45% 1a 38% BinnoBiaHO). [Iponienypu, 1110 BUKOHYBAIUCS 111 Yac OTJISAY, BIAPIZHAINCS
MDK BIIJIVIEHHSIMU. 3arajibHUil BMICT MiJl B cupoBatii kposi (71%), uepynomnnasmin
(75%) ta m1oOOBy ekckpelito Miai 3 ceuero (69%) Bu3HAYAIUCS OLIBIIICTIO BIAIUICHD,
MpUHAWMHI1 JABIY1 Ha PIK.


https://www.google.com/search?q=%D0%9C%D0%B0%D1%81-%D1%81%D0%BF%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B5%D1%82%D1%80%D1%96%D1%8F+%D0%B7+%D1%96%D0%BD%D0%B4%D1%83%D0%BA%D1%82%D0%B8%D0%B2%D0%BD%D0%BE+%D0%B7%D0%B2%27%D1%8F%D0%B7%D0%B0%D0%BD%D0%BE%D1%8E+%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%BE%D1%8E&rlz=1C1GCEU_ukUA1127UA1127&oq=%D0%BC%D0%B0%D1%81-%D1%81%D0%BF%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B5%D1%82%D1%80%D1%96%D1%97+%D0%B7+%D1%96%D0%BD%D0%B4%D1%83%D0%BA%D1%82%D0%B8%D0%B2%D0%BD%D0%BE+%D0%B7%D0%B2%27%D1%8F%D0%B7%D0%B0%D0%BD%D0%BE%D1%8E+%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%BE%D1%8E&gs_lcrp=EgZjaHJvbWUyBggAEEUYOTIHCAEQABjvBTIHCAIQABjvBTIHCAMQABjvBTIHCAQQABjvBTIHCAUQABjvBdIBCDQxNzFqMGo3qAIIsAIB8QWgvhJ8nFqX8PEFoL4SfJxal_A&sourceid=chrome&ie=UTF-8&ved=2ahUKEwi9-vHmndSSAxXRUXcKHQ7wM9sQgK4QegQIAhAB
https://www.google.com/search?q=%D0%9C%D0%B0%D1%81-%D1%81%D0%BF%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B5%D1%82%D1%80%D1%96%D1%8F+%D0%B7+%D1%96%D0%BD%D0%B4%D1%83%D0%BA%D1%82%D0%B8%D0%B2%D0%BD%D0%BE+%D0%B7%D0%B2%27%D1%8F%D0%B7%D0%B0%D0%BD%D0%BE%D1%8E+%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%BE%D1%8E&rlz=1C1GCEU_ukUA1127UA1127&oq=%D0%BC%D0%B0%D1%81-%D1%81%D0%BF%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BC%D0%B5%D1%82%D1%80%D1%96%D1%97+%D0%B7+%D1%96%D0%BD%D0%B4%D1%83%D0%BA%D1%82%D0%B8%D0%B2%D0%BD%D0%BE+%D0%B7%D0%B2%27%D1%8F%D0%B7%D0%B0%D0%BD%D0%BE%D1%8E+%D0%BF%D0%BB%D0%B0%D0%B7%D0%BC%D0%BE%D1%8E&gs_lcrp=EgZjaHJvbWUyBggAEEUYOTIHCAEQABjvBTIHCAIQABjvBTIHCAMQABjvBTIHCAQQABjvBTIHCAUQABjvBdIBCDQxNzFqMGo3qAIIsAIB8QWgvhJ8nFqX8PEFoL4SfJxal_A&sourceid=chrome&ie=UTF-8&ved=2ahUKEwi9-vHmndSSAxXRUXcKHQ7wM9sQgK4QegQIAhAB
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NEPEXIJ Bix MNEJIATPUYHOI po JOPOCJIOI MEIMYHOI
JTOIIOMOI'A

Ak cain 3aiicHIOBaTH nepexia airei i3 XB 10 cucremMu MeaMYHOL 10MIOMOTH
A0POCaUM?

Pexomenpamii

e [InanyBanHs mnepexony Mae OyTH IHIIIHOBaHE NEAIATPUYHOIO KOMAHIOIO B
paHHbOMY TiIiITKOBOMY Bili (Big 12 g0 14 pokiB) s 3abe3neueHHs
IOCTYIIOBOTO PO3BUTKY KOMIIETEHIIA 100 CaMOOOCIYroByBaHHS THepen
MEPEX0JIOM JI0 JIOPOCIIOi MEPEXKi OXOPOHU 370pOB’Sl (pieeHb Ookazoseocmi 4,
CUIbHA PEKOMEHOAUiA, CUTbHUI KOHCEHCYC).

e Jlnga miITKIB Ta Mojaoaux nopociux 13 XB Moxke OyTu 3ampoBajkeHa
crieliajibHa TporpaMa Mepexoay Ta IMEepPeBEeJCHHs, sSKa 03BOJUTH iM CTaTh
ABTOHOMHHMH, HE3aJCKHUMU Ta BIJIMOBIJATFHUMHU 32 CBOE BIJIACHE 37I0POB’SI
(pieensv ookazoeocmi 4, cnadka pekomenoayisn, CUIbHUN KOHCEHCYC).

e MiHiMalIbHUN CKJIQJ] OCHOBHOI I'PYIH, 3aJIy4€HOI O MPOIIECY MEPEX0ay, MOKE
BKJIFOYATH JIIKaps Ta MEIUYHY CECTPY; JOJATKOBO MOXYTh OyTH 3allydeHi
IICUXOJIOT 1 COIllaJIbHUM TIpaIliBHUK (pieeHb oOokazoeocmi 4, caadka
PeKomeHoayis, KOHCEeHcyc).

e [lix yac mepexigHOrO Mepioay PEKOMEHAYIOTHCSA CITUIbHI 200 MOYeproBi KIiHIYH1
NpUIOMHU 32 YYacTIO TejiaTpa Ta <«JI0pOoCioro» remarojora Ta/ado HeBpoJora,
O0akaHO Yy TPHUCYTHOCTI MEIHMYHOI CcecTpu (pieeHb Ookazoeocmi 4, cnadka
peKomeHnoayis, CunbHUIl KOHCEHCYC).

[Ticna mepenadi marieHTIB 13 XPOHIYHUMH 3aXBOPIOBAaHHSMH JUTSYOTO BIKY 3
nealaTpUIHOI JJaHKH JO CIY)KOHM MEIWYHOI JIOTIOMOTH JOPOCIUM CIOCTEPIraeThCs
MiABUIICHUN PU3UK MEAWYHUX YCKIAIHECHBb Ta 3POCTaHHS PiBHS 3axBopioBaHocTi. Ha
BIIMIHY BiJ OUTBIIOCTI PIMKICHUX 3aXBOPIOBaHb MEUIHKU Yy aiTeit, XB € moope Bimomoro
MATOJIOTIEI0 CEPEeJI TeMaToJIOTiB Ta HEBPOJIOTIB, MPOTE HEOCTATHS MiATOTOBKA JIIKAPIB Y
MMATAHHSIX MEIUIMHY IIJTITKOBOTO BIKY Ta CIeIHM(pIKHM PU3MKOBAHOI MOBEIIHKH MOXKE
cTaTt 0ap’€poM IS YCHIIIHOTO MePeXoy Ha piBHI (axXiBIl JOPOCIIOT JIAHKH.

[TamieaTn 3 XB cTUKAIOThCS 3 yHIKAJIBHUMH BHKIMKAMH, OCKUIBKH HasBHICTH
HEBPOJIOTTYHUX a00 TCHUXIYHUX TMOPYIIEHb Y ACSIKUX 13 HUX MOXKE MPU3BOJUTH 10
noripieHHss BUKOHaBUMX (yHkmiii. KpiMm ToOro, icHyIOTH JOKa3u TMOPYIICHHS
KOTHITUBHUX (DYHKIIIM y TAIliEHTIB, SAKi OTPUMYIOTH JIIKyBaHHS, HABITh 3a BIICYTHOCTI
HEBPOJIOT1YHOT CUMITTOMATHKH Ta HOpMaJbHUX pe3ynbTaTiB MPT ronosHoro mo3ky. Ili
dakTu ciig 000B’SI3KOBO BPaxOBYBAaTH HA MOYATKY MPOIECY MEPEXOAY 10 TOPOCIOi
CHCTEMH OXOPOHH 3]10pOB s, 116:439-461

KpiM Toro, HasiBHI TaKOX JTaHi MOPYIICHHS KOTHITUBHUX (DYHKITIH y TAIlI€HTIB,
K1 OTPUMYBAJIU JIIKYBaHHS, HE3BAXKAIOUU HA BIJICYTHICTh HEBPOJIOIYHUX CUMIITOMIB Ta
pe3yabTratd MPT ronoBHOro Mo3ky B HOpMi, IO CJIiJT BpaXOBYBATH Ha MOYATKY MPOLIECY
MepPexoay J0 1HIIOTO BUIY MEIUYHO1 JOTIOMOTH.

V HewmoaaBELOMY gociimkenni Day ta in.!1%, y axomy B3sm yuacts 69 niteii Ta
Monoaux jtoaei 13 XB (37,8% 3 I'TTH, 48,6% 3 XpoHIYHUM 3aXBOPIOBAHHSIM MEYIHKU Ta
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13,5% micna ciMEeHHOTrO CKPHUHIHTY), HaiyacTillle MOBIIOMIISIIUCS MO0 KOTHITHBHUX
npobnem, y 14,5% mnamieHTiB BUABWIM MOPYLIEHHS HaM ATI a TakKOX cCrHeuu@iuHi
TPYJHOILl Y HABYAHHI Pa30M 3 MOTaHOIO YCIIIIHICTIO B WKOA1. [IpobieMu 3 ncuxiyHum
3I0pOB’SIM (Jempecisi, TpUBOra, THIB Ta/abo0 TMCHX03 3 TalIOIUHALIAMU) Oyiu
3apeectpoBaHi y 49,3% 1 dacriiie 3yCTpidancs y MOJIOAUX MAII€HTIB, sIK1 3BEPHYJIHCS 3
rOCTPUM 3aXBOPIOBAHHSAM MEUYIHKU/TIEUiHKOBOIO HenocTaTtHicTio (70,8%), ane Takox
MOBIIOMJISITIOCST  IIOJI0 TAIlIEHTIB 3 XPOHIYHUM 3axBOproBaHHsAM TeuiHku (40%),
0€3CMMIITOMHUX Ta THUX, XTO HE MaB CUMIITOMIB Miciisi ciMeHOro ckpuHinry (30%).
Yotupbom mnarieHTam (5,4% xoroptu) OyB AIarHOCTOBAHUN pO3JIaJ ayTUCTHUYHOTO
CHEKTPY 10 BCTaHOBJIEHHs JllarHo3y XB. HaBMuCcHE caMOMOIMIKOIKEHHS Ta CYilUAaTbH1
nyMKH/crIpo6u Oynu BinzHadeni y 3 (4%) Bumaakax. '

3arajibH1 OPUHIUIIA BEACHHS MAIIEHTIB 1O MJIITKOBOIO BIKY Ta JOPOCIHX
CYTTEBO HE BIAPI3HAIOTHCA. [lalieHTH, SKI BUXOASATH 13 MENIATPUYHOI BIKOBOI TpYIH,
IIPOJIOBXKYIOTh MaTH 3HAYH1 MEIUYHI MTPOOJIEMH, 110 YCKIATHIOIOTHCS 1HIUBIYaTbHUMU
MOBCTIHKOBUMH, COIIaJIBHUMH Ta OCBITHIMH TpyaHOIIaMu. [TocTyrmoBO pO3BHBAETHCS
HOBHI HaIpsSM — MEIUIIMHA TIEPEXiTHOTO MEePioay; MEPeT HEK CTOITh CKIIaIHE 3aB/IaHHS:
3a0€3MCUYNTH AHAJIOTIYHUNA PIBEHh MEIUYHOI JIOMOMOTH B YMOBaX KapJWHAJIbHO IHIIOT
1HAWBITYadbHOI BIAMOBIATBLHOCTI TIAIlIEHTA.

[NamieHTiB cTapimoro nepeanyoepTaTHOro BIKYy CIiJI HABYATH, a IXHIO aKTUBHY
yd4acTh y BJACHOMY JIIKyBaHHI HEOOXITHO 3a0X0YyBaTH JIiKapsM-TieniaTpam-
remaroyioraM y Mipy HaOMWKEHHsS 10 MTITKOBOro BiKy. JIikapi-remaTtojord s
JOPOCTUX, SIKI HaJalll 31MCHIOBATUMYTh BEJEHHS IMX MAIlIEHTIB, MalOThb OyTH YITKO
Bu3HaueHl. OCHOBHOIO TPOOJIEMOI0 € MPUXWIBHICTh A0 JIIKYBaHHS Ta MOJAJIBIIOTO
CrocTepeKeHHs. 3B’S30K MK HHU3BKOIO NPUXWIBHICTIO 10 JIKYBaHHA Ta CYTTEBUM
HiIBUIICHHSIM  3aXBOPIOBAHOCTI 1 CMEPTHOCTI J00pe oOmucaHui, OCOOIHBO Yy
migmiTkoBoMy Bini.**? 3a mammmum Day Ta in.!'® HenpuxunbHicTh 10 MeAMKaMEHTO3HOI
Tepanii Bim3Hayanacs y mojgoBuHH (50,7%) miteir Ta Mojomux marieHTiB 13 XB. Tun
JiKyBaHHs, CTaTh, (EHOTHI 3aXBOPIOBaHHSI, HASBHICTh MOOIYHUX PEaKIlii 1 TPUBAIICTh
Teparnii y OUTBIIOCTI TOCTIIKeHb He OyJIM IMOB’s3aH1 3 pIBHEM MPUXUIBHOCTI y ITUTITKIB
(ta mopocix). 16229230

Bumuii abo micnscepenHiii piBeHb OCBITH, a TaKOX MIATPUMYIOUE CTABJICHHS
CiM’1 J10 JIKYBaHHS € HAMBAXJIMBIIIMMHU (PaKTOpaMu, OB’ I3aHUMHU 3 MPUXHIIBHICTIO 10
tepamii.’?®*? Hespaxarounm Ha Lell [iIBMINEHUM pH3UK, (OPMAai3oBaHOIO
CTaHIapTU30BAHOTO MAXOAY /10 MJIaHyBaHHSA Tiepexony aiTed i3 XB 10 nopocnoi cinyxou
OXOpOHHU 370pOB’st Hapa3l He icHye. Monoal mamienTn 3 XB  moTpedyroTh
MYJIBTUIUCIUATIIIHAPHOTO MiIX0/TY Ta MOJATBIIOTO CTIOCTEPEKECHHSI, OCKUTLKH Y YACTHHU
3 HUX HasBHE XPOHIUHE 3aXBOPIOBAHHS TEYIHKH, Y IHITNX — HEBPOJIOTIYHI MPOSIBU, 4 B
OKpeMHX — iX MOeAHaHHSA. MeTOol MporpamMu TEpexolly € TMOJICTIICHHS MPOIECy
Mepexo/ly BiJl MEXIaTPUYHOL IO JOPOCIOi MOJEI MEIUYHOI JOTIOMOTH Ta OITHMI3arlis
JIOBTOTPHUBAJIOTO OJIATOMOTYYYS] MOJIOJIUX TOPOCIHX IIISIXOM PO3BUTKY IXHBOI 37JTATHOCTI1
peanisyBatu (Gpi3MYHMH, COLiaABHUN 1 ICUXOCOIanbHui noTeHian. *3 46 [Tnanysanus
Mepexo/ly CIia 1HIIIOBAaTH TNEAIATPUYHOI0 KOMAaHAOK BXE HA PaHHIX eTamnax
nigmitkoBoro Biky.?* Tlpomec mepexomy He 3aBEpIIYETbCS MOMEHTOM Ilepenadi
Mali€eHTa, a Mae MPOJIOBKYBATHUCS BIPOJOBXK PAHHBOTO Jopocioro Biky. Ilepenaya min
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Harims[ — L€ JMIIe OKpeMma IOoAls, TOOTO 3allJIaHOBAaHE IEPEBEACHHs MalleHTa 3
nealaTpUYHO1 10 JOPOCIIOi CUCTEMU MEAUYHOT JOIIOMOTH.

HeedexTuBHuii nepexia NiBUILY€E PU3UK HEAOTPUMAHHS PEXUMY JIIKYBaHHS Ta
HE3BOPOTHOIO MOTIpIIEHHS (PYHKIIT IEYiHKH a00 HEBPOJOTIYHOTO CTAHY.

OnTumanbHOIO € OpraHizalis CHUIBHUX MNEePeXiIHUX KIIHIK (remaToorii—
HEBpOJIOTiA) Ajig MoJiogux maiieHTiB 13 XB (1225 pokiB) 3a y4yacTio TenaToJioTiB 1
HEBPOJIOTIB 13 3aJly4€HHSIM TICUXIaTpiB, COLAJIbHUX MpPalIBHUKIB, MEAUYHUX CECTEP-
KOOPJMHATOPIB Ta KIIHIYHUX ICUXOJIOT1B/HEUPONICUXOIOT1B /1JI1 pAaHHBOTI'O BUSBJICHHS Ta
CBO€YACHOT KOPEKIIli HaBITh MIHIMAJILHUX CUMMOTOMIB. [le Tako»X CTOCYEThCS MAIlIEHTIB,
BUSIBJICHUX M1J] 4aC CIMEHHOTO CKPUHIHTY Ta KJIIHIYHO O€3CUMIITOMHUX.

besnepepBHa MyJIbTUAMCIUIUTIHAPHA MIATPUMKA HA €Tami JIOPOCIOi MEIUYHOI
JIOTIOMOTH € KPUTHUYHO Ba)XJIMBOIO JJI JOBFOCTPOKOBOI'O YCHiXY JIIKYBaHHS Ta Mae€
BKJIFOYATH, 30KpEMa, Y4yacTb COI[laJbHUX TMPAIIBHUKIB 1 JIKaps-TeHETUKA JJIs
POBEJICHHS FT€HETUYHOIO0 KOHCYIbTYBaHHS.

J1o 1bOro mpolecy Takok MOXKYTh J0JTy4YaTUCS Malll€EHTChK1 OpraHi3alii.

He3anoBoJsieHi moTpedu Ta NEPCNEeKTUBH MOAAJIBIINX T0CTIKeHb

HiarHocTuHa mikana Jleinuura norpedye MoaanbIoi Baligamii y JOPOCIHX
namieHTiB ta npu [TIH. HeoOxiguuii mnomaneliuii po3BUTOK METOJIB IMIBUIAKOL
MOJICKYJISIPHOI J1IarHOCTHKH, HacaMIlepe ] Ui ONEPAaTHBHOTO MiATBEP/KEHHS JIarHO3Yy
npu ['TIH. Hapa3i »ojeH CKpUHIHTOBHH TECT HE BaJliIOBaHUU IS MOIMYJISAILIHHOTO
CKpHUHIHTY.

[Tonpu epeKTUBHICTH HAABHUX METOJIB JIKyBaHHS, OUIKYETHCS PO3BUTOK HOBHX
TEepPaneBTUUYHUX TMIAXO/IB; OUIBII MOTYXHI XEJaTOPU MOXKYTh MOKpPAIIUTH JIIKyBaHHS
I'TIH Ta TsKKuX HEBPOJIOTTYHUX (DOPM 3axXBOproBaHHs. [ eHHA Teparris MOTEeHIIIHO MOXKe
HiABUIIATH €(PEKTUBHICTD JIIKYBaHHS, OCOOJIMBO Yy MAIIEHTIB 13 HU3bKOIO MPUXUIBHICTIO,
a pe3yJbTaTH IMOTOYHUX KIHIYHUX JOCIDKEHb Yy HaWOIMXKIOMY MaiOyTHbOMY
JI03BOJISITH ChOPMYBATH BIJTIOBIIHI pEKOMEH/IAIII].

Poas TII morpebye mopanbIIoro BHUBYEHHS, 30KpeMa Yy TaIll€HTIB 13
HEBPOJIOTIYHUMH po3JIajlaMu. MOHITOpHHT (dapMakoTeparii moTpedye BaiigoBaHUX
O0ioMapkepiB, SK IS OIIHKA MeTaboNi3My Mimi, Tak 1 JUIsl ypaKeHHS TEYiHKUA Ta
rOJIOBHOTO MO3Ky. HeoOXimHo momasnbIii po3poOKu Ta OIMIHKK €(PEKTUBHOCTI TPOrpamMu
nepexoay Mali€HTiB.

JOAJATOK
V3roa:keHHsi peKOMeHaliil HuX KJIIHIYHUX HACTAHOB 3a MeTo0M leabgi

‘ Pexomenaanis HKOHCGHC)’C‘

[epim KpokoM Mae OyTH CKPHHIHT MOPYLIEHb MeTa0o01i3My Mifi (BU3HAYEHHS
LepyJIoIIa3MiHy CHPOBAaTKH Ta 6a30Boi 1000BOT eKCKpellii Mijli i3 cedero). 3a
HasIBHOCTI MOXJIMBOCTI CIIi/1 OJJATKOBO BU3HauaTH piBeHb BOM (pigens dokazoeocmi
2, cunvna pekomenoayis).

94%

Kpim Toro, ciij BUSBIATH TUIIOBI Mo3ane4inkoBi mposisu XB (kinbus Kaitzepa—
@neiiepa, HeBpoJoriuHi cumntoMu, KymOc-HeraruBHuit remodis, 3Minn Ha MPT 100%
TOJIOBHOTO MO3KY) (pieeHb 00Kazosocmi 3, cuinbHa peKomenoauis).
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‘ PexoMmennanis

HKOHceHcyc

dapMakoJIOoTiuHe JIIKYBaHHSI CIIiI PO3MOYMHATH ITICIsS JOCTATHHOTO MiATBEPKCHHS
niarHosy 3a mkanoto Jlednuura (pieens 0okazosocmi 2, cunbHa pekomeHoayis).

88%

Jnist minTBEpHKEHHS A1arHo3y CITill MPOBOIUTH reHeTnyHui ananiz ATP7B, mo takox
JI03BOJISIE 3IICHIOBATH CIMCHHHI CKPUHIHT (PiéeHb 00Kazoeocmi 2, cunvHa
peKomenoauin).

100%

VY pa3i cyMHIBHOTO JiarHO3y CJIiJl BUKOHYBAaTH KUTbKICHE BU3HAYCHHS Mifli B ITAPEHXIMI
MEYIHKY (CcyXa Maca) (piseHb 00Kazoeocmi 2, CunbHa peKoMeHoauis).

97%

CKpHHIHT OpYIIEHb META00II3MY Milli (LIepyIIOIa3MiH CUPOBATKH Ta 6a30Ba 1000Ba
eKCKpellis Mifil 13 ceuero) 1 HasiBHOCTI Kinelb Kaiizepa—®neiiepa Mae npoBOAUTHCS
000B’A3K0BO. 32 MOXJIMBOCTI TaKOX CJIijl BU3Ha4atu piseHb BOM (pisens
00Kazoeocmi 2, cunvHa peKoMeHoauis).

97%

VYcim namientam ciig BukonyBatd MPT rojloBHOro MO3Ky JUisl BUSIBJICHHS 3MiH,
30KpemMa B AUTSHII 0a3abHUX TaHTIIIiB, TajJjamyca, CTOBOypa MO3KY Ta MO304Ka (piéeHb
00Kazoeocmi 2, cunvHa peKoMeHoauis).

97%

Jlo1TaTKOBO CJIi1 OI[IHIOBATH OY/Ib-AKi MPOSBU ypa)KeHHsI MEYIHKH 13 3aCTOCYBAHHSAM
MEYIHKOBUX MPO00, Bi3yasi3amiifHUX METO/IIB Ta HEIHBA3UBHUX TECTIB PiOpo3y (pisens
00Kazoeocmi 2, cuinbHa peKomeHoayis).

97%

dapmakoJIOTIYHe JIIKYBaHHS CI1/I PO3MOYMHATH TICIIS TIOCTATHBOTO MiATBEPIKCHHS
JiarHo3y 3a mkaioro Jleinmura (pieens dokazosocmi 2, cunvna pekomenoauis).

94%

3a miaTBepLKEHHS IarHO3y CJIiJl BUKOHYBaTH reHeTHuHui aHani3z ATP7B, mo takox
JI03BOJISIE OPraHi3yBaTH CIMEHHHIN CKPUHIHT (piéeHb 00Kazoeocmi 2, cuibHa
pexomenoayis).

100%

[Tepmum kpokoM Mae OyTH CKPUHIHT OPYIIEHb MeTa00I13My Mifi (LepyJIoIIa3MiH
CHUpPOBATKH Ta 6a30Ba 7000Ba EKCKPEIIis Mifl i3 ceuero). 3a HaIBHOCTI MOKJIMBOCTI CJTiJT
JI0JTIaTKOBO BU3HauaTu piBeHb BOM (pisens doxazoeocmi 2, cunvha pexomenoayis).

97%

Tunosi no3aneuinkoBi nposisu XB (kinbia Kaitzepa—dieiimepa, HEBPOJIOTTUHI
cumntomu, KymOc-HeraTuBHUM T€MOJII3) CITiI aKTUBHO BUSIBJISTH Y BCIX JIITEH,
oco0uBo crapiie 10 pokiB (pieenv dokazoeocmi 3, cunvha pekomenoauis).

97%

dapmakoJIOTiYHe JIIKYBaHHS CIIiJI PO3IMIOYMHATH IICIIS JOCTaTHBOTO MIATBEPKCHHS
niarHo3y 3a mkaior Jleinmura (pisens 0okazoeocmi 3, cunvHa pekomenoauis).

91%

Jliig migTBepHKeHHS 1IarHo3y CIliJ] MpoBecTH reneTnunuii ananiz ATP7B, 1o, y cBoro
4yepry, MOke J03BOJUTH MPOBEICHHS CIMEMHOTO CKPUHIHTY (pigens dokazosocmi 2,
CHJILHA peKOMeHIaNist).

100%

3a HEMOJKJIMBOCTI MIATBEPKEHHS a00 BUKJIIOUEHHS J1arHO3Y CJiJi BAKOHYBAaTH
KUTbKICHE BU3HAUYEHHS BMICTY Mijli B MapeHXiMi EYIHKH (cyXa Maca) (pieeHs
00Kazoeocmi 2, CuinbHa peKomeHoayis).

97%

VY nireit crapiie 10 pokiB (HaBiTh 0€3CUMITOMHUX) HA MOMEHT BCTAHOBJICHHS J1IarHO3Y
ciing BukoHyBatd MPT ToJ0BHOTO MO3KY JUIs OIIHKY MOIIUPEHOCTI YpasKeHHs (pieens
0okazoeocmi 4, cunvna pekomenoayis).

93%

Ckpusinr Ha XB ciijy mpoBoAUTH BCIM AOPOCIMM 1 IiTsM crapie 4 pokis i3 ['TIH
(pieenv 0oxkazoeocmi 3, cuibHA peKOMeEHOaYin).

94%

Crin aktuBHO BusBisiTH KymOc-HeratnuBHuil remonis, kinbipst Kaiizepa—®ieiimepa Ta
HEBPOJIOTTYHI CUMIITOMHU SIK BUCOKOiIH(OpMaTHBHI 03HaKu XB (pieéens dokazosocmi 3,
CUTIbHA PEKOMEHOAYis).

100%

3a HasBHOCTI MOJIMBOCTI MOKe BU3Havatucs piBeHb BOM (pisens dokazosocmi 4,
cnaoka pekomenoauyis).

96%
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PexoMmennanis

HKOHceHcyc

MPT r070BHOTO MO3KY MOKE BUKOHYBATHCS 332 MOYJIMBOCTI ISl IATBEPKCHHS
JiarHo3Yy (pieensb 0okazoeocmi 4, cnadka pekomenoauis).

96%

I'enernunuii ananiz ATP7B ciin BUKOHYBaTH sSikoMora pailie, ajie BiH HE €
000B’SI3KOBHUM JTS TTIOYATKY JIIKYBAHHS (Pi6eHb 00KA3080CMi 2, CUNbHA
peKomenoauin).

97%

Bu3HadeHHs BMICTy Mijli B TapeHXiMi MediHKH (010Tcis, cyxa Maca) peKOMEHIOBAaHO
JUTS TIArHOCTUYHUX IUIeH. 3Ha4eHHs >250 MKI/T € BUCOKO WMOBIpHUM Jyiss XB, aie
notpedye audepeHialii 3 XoJIeCTaTHIHUMH 3aXBOPIOBAHHSMHU MIEYIHKU (PigeHb
00Kazoeocmi 2, cunvHa peKomMeHoayisn).

97%

Xo04a ricTojoriuHe AOCTKEHHS MeUIHKY He Ma€ crenu(pIYHUX A1arHOCTUYHUX O3HAK
XB, #oro ciij BUKOHYBATH MPU TPOBEICHHI O10TICIT /U1 KUTbKICHOTO BU3HAYEHHS Mili
B MEUIHIII (piseHb 00Kazoeocmi 3, CUNbHA PeKOMEeHOAUis).

93%

INicroxiMiuHe ¢apOyBaHHS Ha MiJb MOKE HE BUKOHYBATHUCS, OCKUTBKY MAa€ HU3bKY
J1arHOCTUYHY LIHHICTh Ipu XB (piBeHb 10Ka30BoCTi 3, ci1adka pekoMeHaalist).

88%

MonexkyasapHO-TeHETHYHE TeCTyBaHHS PEKOMEHIOBAHE IS MATBEPKCHHS J1arHO3y
a00 3aBEpIICHHS AIarHOCTUKH Y BUIA/IKaX HEBU3HAYCHUX KIIHIKO-010XIMIYHUX JaHUX
(pisenv 0oxazoeocmi 2, cunvHa peKomenoayis).

97%

Moxe 3acTOCOBYBATHUCS TIOCTATHUM MIAX1]] 10 TEHETHYHOTO TECTYBAHHS 3 METOIO
3HMKEHHS BapTOCTI, MOYMHAIOYN 3 HAHIOUIMPEHIIINX BapiaHTIB 10 IOBHOTO €K30MHOTO
CEKBCHYBAHHS (pieeHb 00Kazoeocmi 3, c1a0Ka peKomeHoauis).

86%

[ToBHe cekBenyBanHsi reHa ATP7B metonom NGS peKOMEHI0BAaHO y BUIMAAKaX
HEBU3HAYEHOTO J1arHO3y (pieeHb 00Kaz060cmi 2, cuibHa peKoMeHOauis).

97%

Pexomeni0BaHO BU3HAYATH IIEPYIIOIIA3MIH CHPOBATKH Ta JOOOBY EKCKPEIlit0 Mifi 13
cedero (a 3a HassBHOCTI — Takok BOM), omiHIOBaTH KIJIIHIYHI CHMIITOMH Ta TMTPOBOIUTH
MEYIHKOB1 MPOOH Yy CHOCIB Ta POIMYIB MEPIIIOTO CTYIECHS CIOPITHEHOCTI (0aThKH, AITH)
(pisenv 0oxkazoeocmi 3, cunbHa peKoMeHOauis).

100%

MouJiekynspHO-T€HEeTHYHE TECTYBaHHS CJIiJ] POBOJIUTH Y CUOCIB JUIsl BUSBJICHHS
OlaJieTbHUX BapiaHTIB, ICHTUYHUX MPOOAHAY (piseHb 0oKazoeocmi 2, cunvHa
pexomenoauis).

100%

MouiekynspHe TeCTyBaHHS p€KOMEHIOBaHE POJIMYaM IMEPILOro CTYMEHs CIOPITHEHOCTI
MIPU HASIBHOCTI IOPYIIEHh OOMIHY MiJli @00 MaTOJOTIYHUX 3MIH MTEYIHKOBHX P00
(pisenv 0oxkazoeocmi 3, cunbHaA peKOMeHOaUisn).

97%

YciM 1opocauM maiieHTaMm Micisi BCTAHOBIGHHS JiarHo3y CJIiJl IPOBOJAUTH JeTalbHE
HEBPOJIOTIYHE OOCTEIKEHHS (piseHb 0oKazoeocmi 3, CuibHa PeKOMEeHOayis).

97%

JliTsiM micTst BCTAaHOBJIGHHS JIIarHO3Y CITiJl TPOBOJUTH HEBPOJIOTTYHE OOCTEKEHHS 32
HasIBHOCTI1 HEUPOIICUXIATPUYHUX PO3JafiB abo Biky nmoHaj 10 pokiB (pieens
0okazoeocmi 3, cunbHa peKOMeHOayis).

97%

HeBposoriuny oLiHKY 13 3aCTOCYBaHHSIM BaJIiIOBaHUX LKA PEKOMEHI0BaHO
MaIlieHTaM JOPOCIIOro BiKy Ta AiTsM ctapiie 10 pokiB i3 MiATBEPKEHUM J1arHO30M, a
TaKOK y Oy/ib-IKOMY BIIll IPH HassBHOCT1 HEMPOTICUXIATPUUHUX PO3TIaiB (PiceHs
00Kaz060cmi 2, cunbHa peKomenoayisn).

94%

MPT rosoBHOTo MO3KY CIIiJl BUKOHYBaTH BCIM JIOpPOCIIUM Ta AiTsM crapiue 10 pokiB i3
MIATBEP/HDKEHUM JliarHo30M XB (pisens dokazosocmi 2, cunvna pekomenoauisn).

93%

BinmoBiap Ha JiKyBaHHS CITif] OLIHIOBATH 32 KIIHIYHUMU Ta
nabopaTOpHUMHU/BI3yalli3allitHUMH ITOKa3HUKAMU, & TAKOXK 32 MOKa3HUKAMHU
MeTaloJi3My Mifli (pieens 0okazoeocmi 3, cunbHa peKOMenoayis).

97%
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HKOHceHcyc

EdexTuBHICTS TIKyBaHHS BU3HAYAETHCS 32 3HUKHEHHSM MEYIHKOBUX CUMIITOMIB
(’KOBTSIHUIIS, ACIHUT) Ta/ab0 MOKpaIIeHHIM NewiHKOBHUX noka3Hukis (AJIT, MHB,
anb0OyMiH), Ta/ab0 MOCTYIIOBUM MOKPAIIEHHSM HEBPOJIOTTYHIUX CUMIITOMIB,
3HUKHEHHM Kinenp Kaizepa—®ieiiniepa abo BiACYTHICTIO TOTIPIICHHS 32
BaJIJIOBAHUMH TIKaTaMu 9u taHuMu MPT (pisens dokazosocmi 3, cunvna
peKomenoauin).

100%

XenaTopu CIill po3rIIAIaTy K Tepartito Mepuioi JIiHii y MaIieHTiB i3 BUpa)KEHUM
ypaKeHHSIM TEeUiHKH (3HaYHUN (iOpo3, MUpo3, MeUiHKOBA HETOCTATHICTh, TEMOJII3)
(pieenv ooxazoeocmi 3, CUIbHA pEKOMEHOAYin).

97%

V naiieHTiB 13 HEBPOJIOTTYHOIO MaHi(pecTali€ro MOXKYTh 3aCTOCOBYBATHCS SIK LIMHK, TaK
1 XemaTopu (pieens 0okazoeocmi 2, CuibHa peKomenoayis).

80%

PexomennoBana cTpareris Teparii xemaTopamu «start low, go slow», oco0nuBo y
TAII€HTIB 13 HEBPOJIOTIYHUMHU TIPOSIBaMU (pigeHb 0oKazoeocmi 3, cuibHa
peKomenoauin).

100%

Y 6e3cMMNTOMHUX MalieHTIB 0€3 03HAK 3HAYHOTO YPa)KEHHS MEYIHKH MOXYTh
3aCTOCOBYBATHUCS SIK ITUHK, TaK 1 XeIaTopu (pieenv dokazosocmi 4, cnaoka
pexomenoayis).

86%

PekoMeHIyeThCSl YHUKATH 4acTOTO BXKMBAHHS MPOIYKTIB 13 BUCOKUM BMICTOM Mijll y
CUMIITOMaTUYHUX TAIIEHTIB 10 JOCSITHEHHSI peMicii/cTadinizaii, 0COOIMBO MPOTATOM
MEPILOTO POKY JIKYBaHHS (pieens 0okazoeocmi 4, cradka pekomenoauisn).

97%

[Tomanpir oOMeKeHHS JI€ETH 3 HU3bKAM BMICTOM MiJll MOKYTh PO3TJISIAATHCS 3
ypaxyBaHHsM €(EKTUBHOCTI Tepallii Ta IKOCT1 KUTTS (pieeHb 0okazoeocmi 4, cnaoka
pexomenoayis).

90%

[Ticns gocsirHEHHS BIAMOBIAL HA JIIKYBaHHS MOXJIMBE KOPUTYBAHHS Teparii
(3MEHIIIEHHS T03M XeJIaTOpiB a00 Mepexia Ha IMHK) 3 MIPKYyBaHb JOBIOCTPOKOBOT
Oe3rieku (pieenb 0okazoeocmi 4, cradoka pekomeHnoayisn).

97%

VY pa3i HeoCTaTHROI BIAMOBII HA JIIKYBaHHS CJIIJ JETAIBHO OLIIHUTH NMPUXWIBHICTD 10
Teparii Ha OCHOB1 OanaHCy Miji, Ja00paTOPHKUX MOKA3HHUKIB Ta KIIIHIYHOT KApTUHU
(pisenv 0oxazoeocmi 2, cunvHa peKomeHoayis).

100%

V narienTiB i3 XB, y SKMUX HE JOCSATHYTO IOCTaTHHOI BIAMOBIAI HAa TepaIito Mepioi
JiHIT TONTPY HAJIC)KHY MPUXUIIBHICTH 1 IIUTHOB1 PiBHI J0O0BOT eKCKpeIlii Mifi abo mpu
PO3BUTKY MOOIUYHUX eEeKTiB, CIiJ pO3MILIaTH 3MiHy Teparii (D-neHiumaMia <>
TpIEHTHH a00 Mepexia MK XellaTopamMu 1 IUHKOM) (pieeHb 0oKazoeocmi 2, cuibHa
pexomenoauis).

100%

VY narieHTiB 13 mapajoKcaabHUM HEBPOJOTIUHUM MOTIPIICHHAM Ha TJIi Teparlii nepioi
THIT CITiJ PO3TJISTHYTH 3MEHIICHHS JIO3H XeJIaTOPiB, MOBUIbHIIIE TUTPYBAHHS 103 200
3MiHY Teparii (XeIaTopH <> LIUHK) (piéeHb 00Kazo8ocmi 2, cuibHa peKoMeHoayis).

91%

TII caix po3rasaaTé iHAUBIAYATBHO Y MAIIEHTIB 13 MPOrPECYOYUM MOTIPLIICHHIM
HEBPOJIOTTYHUX CUMITOMIB MOMPHU MIOHAHMEHIIIE 6 MICAIIB ONTUMI30BaHO1
MeJMKaMEHTO3HOI Tepartlii (pigens dokazosocmi 2, cunbha pekomeHoayis).

86%

TII noka3zaHa mamieHTaMm i3 I€KOMIIEHCOBAHUM IIMPO30M IOTPHU aJeKBATHE
MeJMKaMEHTO3HE JIIKYBaHHS (Pi6eHb 00Ka3080cmi 2, cuibHa peKomeHoauis).

100%

[NarieHTH 3 1eKOMIIEHCOBAaHUM IIMPO30M NpH XB MOXYTh BIINOBIIATH HA
MEIMKaMEHTO3HY Tepallito, 3a3BHYail miciis >3 MICAIIB JIIKyBaHHs, OJIHAK MalOTh
OJIHOYACHO OIliHIOBaTuCs 010 notpedu y TII (pisens dokazosocmi 3, cunvna
peKomenoauin).

100%
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HKOHceHcyc

Bynp-sika anTH-MiznHA Tepartis MOBHHHA IPOJIOBKYBATUCS TTiJ] Yac BariTHOCTI Ta
I'PYIHOTO BUT'OJIOBYBaHHS (pieeHb 0okazoseocmi 4, cnadka pekomenoayis).

91%

Crienuigae nikyBaHHs (XeIaTOPH Ta IIUHK) MOXKE MOKPAITyBaTH HEBPOJIOTIUHI Ta
HEHPOIICUXiaTpUYHI OPYIICHHS, aJI¢ IHKOJIM € HEJOCTaTHIM, TOMY CIIiJ pO3TJISIIaTH
CUMITOMATUYHY TEPAIIIO (Pi6eHb 00Kazoeocmi 2, cuibHa peKoMeHoayis).

97%

CumnToMaTHyHE JTIKYBaHHS HEBPOJIOTIYHUX MPOSBIB BKIIOYAE (hapMaKOTepaIrito,
"’ ex1ii 60TYIOTOKCHHY, (QI3UYHY TEpaIlito, JOTONEANYHY TEPAITilo Ta PIAKO
HEeHpOXipypriuHi BTpy4aHHs (piéeHb 00Kaz06ocmi 2, cunbHa peKoMeHOauis).

100%

HeiiporncuxiarpuuHi po3iaaym MOXKYTh JIKyBaTHCS IICUXOTPOITHUMH IIpenapaTaMu
(craburi3aTopu HaCTPOIO, aHTUETIPECAHTH, AaHKCIOJIITUKH) Ta/ab0 ICUXOTepaIli€ero.
Cnia yHMKaTH HEMPOJIENTUKIB (3a BUHSITKOM KBETIialiHy a00 KJ03aIiHy), OCKUIbKI
BOHU MOJKYTb IOTIPIIYBaTH HEBPOJIOTTYHI CUMIITOMU (piéeHb 00Kazoeocmi 2, cuivna
peKomenoauin).

97%

VYci nanienTtu 3 roctpoto nevinkosoro HenoctatHicTio (I'TIH) npu XB marots Oyt
HaIpaBJIeH1 10 TPAHCIUIAHTALINHUX LEHTPIB (Pieens dokazoeocmi 2, cunvna
pexomenoayis).

100%

[Mamientn 3 I'TIH Ta enuedanonariero MatoTh OyTH HETaltHO BHECEHI /10 JIMCTa
ouikyBaHHs TII (pisenv dokazoeocmi 2, cunvna pekomenoayisn).

97%

[Tamientu 3 I'TTH mpu XB matoTh o1iiHIOBaTHCS 32 MOIM(DPIKOBAHOIO MTPOTHOCTUYHOIO
mkanor King’s College npu kokHOMY 010XIMIYHOMY KOHTPOJII, ajie HE PiAlle HDK
KOXHI 24 roauHM; oKa3HUK >11 (HaBiTh Oe3 eHiedaomnarii) € mokazanasm 1o TII
(pisenv 0oxkazoeocmi 3, cunbHaA peKOMEHOAYisA).

97%

dapmakoTepanio Xeraropamu (3 MBUIAKAM JTOCATHEHHSIM TMOBHOT I03H) CIIiJT
pO3MoYMHATH HeraHo y Beix namieHTiB i3 ['TIH mpu XB Ta y narieHTiB, BKIFOYEHHUX 10
JTMCTa OYIKyBaHHS TPaHCIUTAHTAIII1, 3 TPOooBKeHHIM 10 MoMeHTy TII (pisens
0oKazoeocmi 3, CUNbHA PEKOMEHOaYis).

93%

Bucokoo6’emunii mazmadepes ciig posrasaaT sk «mict» 10 TII. AnpOymiHoBHi
JiaTi3 MOXe 3aCTOCOBYBATHCS 32 HassBHOCTI (piéeHb 0oKazoeocmi 3 —
6UCOK000’€EMHUIL naazmaghepes: CUNbHA PEKOMEHOAUIA; ATbOYMIHOBUIL Oiai3:
cnaoka pekomenoauis).

100%

[TamienTyn y nmucti ovikyBanHs T11 mOBHMHHI peTeIbHO MOHITOPYBATHCS Ta MOXKYTh OyTH
BUKIIIOUEHI 3 JIKCTA MPH MOKPAILEHH] CTaHy (piéeHb 0okazoeocmi 3, cuivHa
pexomenoauis).

100%

TII He mpoTUIOKa3aHa y MAIIEHTIB 13 HEBPOJOTIUHUMH MposiBamMu XB, K110 BOHa
BUKOHY€TBHCA 3@ IOKA3aHHAMU JEKOMIIEHCOBAHOTO LIUPO3Y (PieeHb 0oKazoeocmi 2,
CUIbHA PEeKOMEHOauin).

100%

TII He mOBMHHA BBAXKATHUCS MPOTUTIOKA3aHOIO Y MAIli€HTIB 13 XB Ta HeBpOJIOTTYHUMHU
CUMITOMAaMH, SIKi TOTPEOYIOTh TPAHCIUIAHTAIIll 3 TPUBOY JEKOMIEHCOBAHOTO IIUPO3Y
(pieenv 0oxazoseocmi 2, cunvha pexomenoayis)

100%

TII mMosxe po3rasaaTUCs K «HEBPOJIOTIUHE MMOKAa3aHH IHAMBIYalbHO Y MALIEHTIB 13
TSOKKUMH HEBPOJIOTTYHUMU NposiBaMH XB, pe3ucTeHTHUMH JI0 aHTUKYIIEPHOT Teparnii
(pieenv ooxazoseocmi 2, cnadka pekomenoayis)

93%

TII Bix ®UBOTO POJAUHHOTO JOHOPA (JTiBa 200 MpaBa 4acTKa 3aJIeKHO Bil BIKY
pEIUITieHTa) Mae PO3TIIAaTHCS 32 YMOBH BHKIIIOUEHHSI XB y moHOpa (pisens
0okazoeocmi 3, cunbHa peKOMeHOayis)

100%

Antuminna tepanis micas TII e nokazaHa (pieens 0okazoeocmi 4, cunvna
peKomenoauin)

97%
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PexoMmennanis

HKOHceHcyc

[MamienTn 31 crabinpHuM nepebirom XB Ha Ti1 JIIKyBaHHSI TOBUHHI CIIOCTEPIraTUCs
KOXH1 6—12 micsiiB (pieens doxkazoeocmi 4, cradka pekomenoauyisn)

91%

[NarienTH 3 HEMIOJABHO PO3MOYATUM JIIKYBaHHSM, JEKOMIECHCOBAHUM LIUPO30M,
3HaYHUMHU HEBPOJIOTIYHUMH MOPYHICHHAMH a00 MiJJ03pOr0 Ha HU3bKY IPUXUIIBHICTH
MMOBUHHI CIIOCTEPIraTHCS YacTime (pigeHsb dokazosocmi 4, cunbHa pekomeHnoauis)

100%

MOHITOPHHT Ma€ BKIIIOYATH OLIHKY CHMIITOMIB 1 IPUXHIBHOCTI, (pi3uKambHe
00CTe)KeHHsI, Macy Tia Ta JKUTTEBI NOKa3HUKH, OPTaIbMOIOTTYHUNA OIS (32
HasBHOCTI Kinenp Kaitzepa—®neiimepa abo migo3pu Ha HEKOMIUTAEHC), TAO0paTOpHi
JOCITIDKEHHS (3arajlbHUi aHai3 KPOBi, MEYIHKOBUHN 1 HUPKOBHIA Tpodii,
KoarysnorpamMa npu uupo3si) Ta Y3/l opraniB uepeBHO1 IOPOKHUHU (Pi6eHb
0okazoeocmi 3, cunbHaA PeKOMEeHOAUisn)

94%

[Maientn 3 XB 1 1Mpo30M NMOBUHHI NPOXOJUTH CKPUHIHT YCKJIaJHEHb OPTAIBbHOT
rinepTeH3ii Ta TenaToeNIONIIPHOT KapIIUHOMU (piseHb 0oKazosocmi 3, cuibHa
peKomenoauisn)

94%

AJntekBaTHICTB Teparii D-nieHinuiaaMiHoM ab0 TPUEHTHHOM CITiJ] KOHTPOJIIOBATH Ha BCIX
eTamnax JIIKyBaHHS 3a pIBHEM JT000BOT €KCKpEIlii MiJll 3 CEUYEI0 Ta HelepyI0TUIa3MiH-
3B’s13aH01 200 BOM (3a HassBHOCTI) (pisenv dokazoeocmi 3, cunvHa peKomenoayisn)

91%

AJIeKBaTHICTh Teparii COIIMU UHKY CJI1/1 KOHTPOIIOBATH aHAJIOTTYHO (pieeHs
0oKazoeocmi 3, CUNbHA PEKOMEHOaYis)

91%

Mouiropuar BOM pekoMmeH10BaHMii 3a HAIBHOCTI, 13 OYIKyBaHUM MOCTYIIOBUM
3HI)KEHHSIM Ha TJI1 JIIKYBaHHS (pieeHb 0oKazosocmi 3, c1adKka pekomenoauisn)

86%

[IpuxuIIBbHICTH 10 JIKyBaHHS MOYKE OI[IHIOBATHCS 3a PIBHAMH BUIbHOI Mifl Ta BOM, a
TaKoX J000BOT eKCKpelii Miai (BUXIIHO 1 yepe3 48 rof micis BiIMIHA XeIaTopiB)
(pisenv 0oxkazoeocmi 3, cnadKa peKkomenoayis)

90%

[TmanyBaHHS IEpEX0ay 0 JOPOCIOi CIIYKOU CITiJT pO3NOYMHATH B PAHHBOMY
miuTiTkoBoMYy Billi (12—14 pokiB) (pisenv dokazosocmi 4, cunvna pekomenoauis)

100%

Mosxe OyTH BITPOBAPKEHA CIIeIialli30BaHa IporpaMa nepexoay s MTITKIB 1
MOJIOIUX JopociuX 13 XB 3 MeToto opmMyBaHHS aBTOHOMHOCTI Ta BiIOBIAAJILHOCTI 32
NIKyBaHHS (pieeHb 0okazosocmi 4, cradoka pekomenoauis)

100%

MiHiMasibHa KOMaH/a TIEPEX0ay MOXKE BKITIOUATH JTIKaps Ta MEAUYHY CECTPY
KOOPAMHATOPA; 33 MOTPEON — MCUXO0JI0Ta 1 COIIaIbHOTO MpaIliBHUKA (piéeHb
ookazoeocmi 4, cnadka pekomenoayis)

78%

PekoMeHyt0TbCA CIUIBHI KOHCYINbTAIlil a00 KOHCYNbTAIlil, 110 TPOBOASTHCS
IMOYEProBo 3 MEAIaTPOM Ta JIIKapeM rernarojoromM Ta/abo HeBpOJIOTOM, IO HaIal0Th
MEJMYHY JIOTIOMOTY IOPOCIHM MalieHTaM, 0a)aHo 3a y4acTI0 MEIUYHOI CeCTpHU-
KOOpJIMHATOpa (pisens dokazoeocmi 4, cnadka pekomenoayis)

96%
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