}0.0. MATBIEHKO
CTPATEIM NIKYBAHHSA MEMATOLEPEBPA/IbHOT AEFEHEPALLIT
(XBOPOBW BIJTbCOHA)

CTaTTAa npucBaYeHa aHanisy pisHUX NiKyBa/lbHUX  MiAX0AIB, KOTpI
BUKOPUCTOBYKOTbLCA MpW  Tepanii renaTouepebpanbHOi  AereHepauii  (XBopoou
BinibCoHa).
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CTaTbs NocesiLleHa aHan3y pasHblX NIeKapCcTBEHHbIX NOAX0A0B, NUCMO/b3YEMbIX
B Tepanuu renaTouepebpansHon gereHepaunn (601e3HM BUnbCcoHa).
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The article is dedicated to different therapeutic approaches, used in management
ofkepatocerebral degeneration (Wilson s disease).
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1. Bctyn

XBopoba BinbcoHa (renaro-uepebpanibHa fereHepauis) - BiZHOCHO PifgKICHWIA
aBTOCOMHO-PELLECYBHUIA TEHETUYHWIA PO3/ag, AKUA € HACMiAKOM XPOHIYHOT IHTOKCUKaLT
MiJJK0 3 MEepeBaXHUM YPaXKeHHAM rOJIOBHOrO MO3KY Ta MediHKW. BoHa crnpuyvHeHa
MyTauismu B reHi ATP7B, KOTpUiA 3alydeHnid y perynsuito BUAINEHHS LbOro mMeTtany 3
YOBYI0. He3paTHICTb OpraHiamy 34INCHUTU eKCKpeLito HaaMipy Migi npusBoauTb [0
HaKOMUYeHHA OCTaHHbLOT [0 TOKCUYHUX MEX. Y TakuMX XBOPMX 3a3Buyan BUSBNAKOTb
MEYiHKOBI UM HEBPOJIOTiYHI PO3naam Ha APYrin-TPETIn feKadi XUTTSA, Xoya fianasoH BiKy
NepLUnX NposBiB A0CUTb LWNPoKuia (5-60 pokis).

Y nauieHTiB i3 Ne4iHKoBMMMK NposiBaMW LLiET MaToNorii MOXyTb OyTW BUSAB/EHI
PeuuaMBYIOUMA  renatut, LMpo3 abo MeyiHKoBa HefOCTAaTHICTb, Y XBOpUX 3
HEBPO/OTiYHMMM 03HaKaMW - PYyXOBi pO3niadu, 4acto 3 AU3apTpieto, Auchariero,
ANCKOOPAMHALLiED, TPEMOPOM Ta AWUCTOHIAMM B HaMPIi3HOMAHITHILLIMX KOMOIHaLLisX.
Hepigko nepes po3BUTKOM KapTUHM HEBPOJIOTIYHUX YPaXKeHb HasBHI NCUXiaTpuyHi
MOPYLUEHHS - [enpecis, 3HWKeHHS eMOLINHOI0 KOHTPO/0, He3AaTHICTb 30CepeamnTucs,
pO3ra/lbMyBaHHA, XMMepPHi NOBEAIHKOBI MaTepHU.

CKPWHIHIOBI TECTM BK/IOYalOTb BUMIPIOBAHHA Mifi Y 24-TOAMHHIN Cevi, BUSBNEHHS
Kineup Kaizepa-dneiwepay CBIT/I WiIMHHOT amMnn Ta OLIHKY PIBHA LepynonnasmiHy i
Mifi B cuposatui. TOYHMIA AiarHo3 CTaBUTLCA NMLLE 3 OMOMOIrOK Yepe3LKipHOT Gioncil
MeYiHKN 3 KifIbKICHUM BMMIpPHOBaHHAM Mifi. AHani3 myTauiil 3araioM mManoeqeKkTUBHMIA.
[Micng nocTaHOBKM fiarHO3y BCIM PigHUM 6paTam Ta CecTpam XBOPOro BK/KOYHO 3 HUM
CNifi NPOBECTM reHOTUMYBAHHA Ha NpeAMeT NOPIBHAHHA ranioTunis.

2. CneundivHa KoHcepBaTuBHa Tepanis

2.1. MNpenapaTw, WO 3aCTOCOBYHOTLCS NPK XBOPO6I BinbcoHa

2.1.1. MNeHiumnamiH
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MeHiunnamiH cTaB AOCTYMHMIA HabaraTo paHile MOPIBHAHO 3 IHWMMMK
cepefHMKamMn i TOMy HabaraTo BifomiwmiA Ans nikapis. poTe BiH Mae Ceprio3Hi
TOKCUYHI MOGIYHI e(eKT i HWHI 10ro 3aMiHATb THWUMMK, ePEKTMBHILLIMMK Ta MeHLU
TOKCUYHUMM  cepefHUKamu. TleHiyunamiH - BigHOBHWIA XenaT, BiH fi€  LUIAXOM
3BnyaitHa fo3a ctaHoBuTb 1,0 r/goby B pexxumi npuitomy 500 Mr ggidvi Ha geHb um 250
MI YOTUPY pasun Ha feHb. KoXHY [03y chig npuiiMaTii NpUHanMHI 3a MiBrognMHM L0 iy
abo uepes 2 nicna Hel. Y nauieHTiB, KOTPUX TiNbKU-HO MoYann NiKyBaTu UMM
npenapaToM, 4acTo CroCTepiratoTb BWUAINEHHA Midi i3 ceyetd Ha piBHI 5-10 mr/moby
(Hopma 20-50 mKr/go6y, npu HenikoBaHin XBopobi BinbCcoHa Leit NOKa3HMK KONMMBAETLCA
B AianasoHi 100-1000 wmkr/go6y). 13 npofoBXeHHAM Tepanii nyn AOCTYMHOI Migi
3MEHLUYETbCA | BUAINEHHA MeTasly 3 Ceyeld 3MeHLUYeTbCA A0 BennumH 750-2000
MKr/goby. ONa YHUKHEHHS TinoBiTamiHO3y MipUAOKCUHY LeW BiTaMiH Cnif MoCTiHO
npuiMaTK nayieHTam, Lo MayTb Ha NeHiyunamiHi, B 4o3i 25 Mr/gooy.

MeHiuMnamiH UiNKOM eqeKkTMBHUIA npu  XBopob6i BinbcoHa npu  ageksaTHIl
KOMMMAEHTHOCTI nauieHTa. OCTaHHIO OLiHIOKTL 3 0NOMOrOK MOHITOPUHIY BMICTY Mifi
y 24-rOAMHHIN cedi, Xo4va Lell MoKasHWK iHOAI 1 BaXKKO iHTepnpeTyBaTh, OCKI/IbKM Npu
XenaTHi Tepanii BiH € Hacnifkom K Aii npenapaTty, Tak i CaMoro 3axBOPHOBaHHS.
Kpawym 3aco60M MOHITOPUHTY € AOCNIIKEHHSA He-LepynonaiasmiHoBOI Migi nnasmu.
[na uboro piBeHb Migi naasmm (Y4 CMpOBaTKM) BM3HAYatOTb OAHOMOMEHTHO i3 BMICTOM
LepynonnasmiHy. KoxeH Mr/4n 0CTaHHbOro MICTUTb 3 MKr/gn Mmigi. Lle npocto
BIAHIMAETLCA Bif BEIMUMHU MiAl Y nnasmi, BUPKEHOT Yy MKr/a1. Hanpuknag, aKwo mifp
nnasmu gopisHoe 40 mkr/gn, a migb uepynonnasmiHy - 10 mr/gn, o 10 x 3 = 30.
BigHaswun gpyre Big nepworo, 6yaemo matu 10. HopmasnbHa BennMYMHa cTaHoBUTL 10-
15, a Npn HenikoBaHii xBopobi BinbcoHa uacTo gocsarae 30-50. I nigTpuMKa Ha piBHi
HWKYe 25 BKa3lye Ha afeKBaTHWMIA KOHTPO/b. YacTOTy MOHITOPUHTY A1 OLiHKM
eheKTMBHOCTI Tepanii nogaHo B Tabnuui 1

Mo6iyHI edieKTN NeHiumnamiHy AOCUTb YMUC/EHHI | YacTO CEepPio3HI. ICHYE NepBMHHA
nocuieHa 4yTnuBICTb, WO BUHKKae Yy 20-25% xsopux. Jlo IHWMX TOCTPUX Ta
MiArocTpux  NOGIYHMX  e(eKTiB  Hanexatb  Mienocynpecia i MPOTETHypis.
[oBrotepmiHOBMMM NOGIYHUMK eheKTamMM € aBTOIMYHHI 3aXBOPHOBaHHSA, Hanpuknag,
CUCTEMHWUIA YepBOHMI BOBYaK i cuHApoM [yanacyepa, iMyHOCYNpPECUBHI  BMNINBM
npenapaty nNpu3BOAATL A0 MiABULLEHOrO PU3MKY IH(EKLUi, KOoro Aia Ha LWKipy
CTUMYNIOE YTBOPEHHS 3MOPLLOK, KpiM TOro, BiH HECNpUATAMBO [i€ Ha KOMareH CyuH.
YacToTa MOHITOPUHIY Ha NpegMeT TOKCUYHOCTI NpefcTaBneHay Tabnumui L

Mpn 3acTocyBaHHI NeHiunnaMiHy AK IHILiaNbHOT Tepanii 'y HEBPOMOTiYHUX
nauieHTiB ICHYe BUCOKMIA pu3mK (0o 50%) noriplueHHs ¢yHKLin HepBOBOT cuctemn. Y
MOJIOBMHW TaKMUX XBOPUX 3ara/ibHWUIA CTaH HIKOMM He NONIMWyeTbCs 40 TOro PiBHA, AKWI
OyB Y HMUX nepej no4yaTKOM BUKOPUCTaHHA npenapaty. IMOBIpHWIA MeXaHi3M, L0 NIEXUTb
B OCHOBI TakKuX 3MiH, - MOO6ini3aLia migi 3 neviHkv 3 nofanbM NiABULLEHHAM Ti PiBHA
B FO/I0BHOMY MO3KY. TOOTO MeHiumnaMiH HiKOMM He Cnif 3aCcTOCOBYBATK AK iHilia/lbHY
Tepanito nauieHTam i3 HEBPOMOTiYHUMW MPOABaMM 3aXBOPHOBaHHSA, OCKI/IbKM CbOrOAHI
ICHYIOTb 6e3MneyHiLli TepaneBTUYHI albTepPHATMBM.
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Tabmmusa 1
3anpornoHoBaHMin MOHITOPUHI e(heKTUBHOCTI Ta TOKCUYHOCTI Tepanii
npw XBopob6i BinlbcoHa

MNpenapat MoOHITOPUHT MOHITOPUHI TOKCUYHOCTI
ePeKTMBHOCTI

A MeHiynnamin yn BumiptoBaHHa Migi y 24- 3arasbHWin aHani3 Kposi Ta

TPIEHTUH FOAWHHIA  cedi | He- cedi, MNe4YiHKOBI aHanisu,

LepynonnasmiHOBOT  Mifi BM3HAYEHHS KpeaTuHiHy

nnasmm Ha 1, 3, 6, 12, 18 i pa3 Ha TWXAeHb MPOTArom

24 micAub nikyBaHHA, gani 1 micausa, fani pa3 Ha 2

pas Ha piK TWXKHI NPOTAroM 2 Micsauis,
fani pas3  Ha  Micdaup
npotarom 3 wMicauis, Aani
pas Ha 6 MicAuiB NMPOTArom
2 poKiB, Aani pas Ha pik

B. LInHK BumiptoBaHHs Migi | UMHKY He icHye noTpe6n B
B 24-rofIVHHIN ceYi KOXHi 3 AKMUXOCb nabopaTopHNX
MicsALi NPOTArom 6 MicAUiB, 0OCTEXEHHSX, Xoya

fani  KoXHI 6 micAuiB  3arajioM  peKoMeHAyeTbcs
NPOTArom 2 POKiB, Aani pa3 NpPoBOAUTA pa3 Ha pikK
Ha piK 3araibHUA aHani3 KpoBi Ta
ceyi, MeyiHKOBI aHani3w,
BU3HAYEHHS  KpeaTuHiHy;

npu nossi Mo6iYHMX
peakLii npoBecTn X Tpeba
HeramHo
C. Tetpatiomoniogat (npu LoTmKHeBa OUiHKa 3ara/lbHUiA aHani3 KpoBsi |
YMOBi  MpOBeAeHHs 8-16 HeBPO/OriYHOro  CcTaTycy MNeyiHKOBi aHani3n pas Ha 2
TWXKHIB iHiLitOrOYOT Tepanil)  (MOXKHa Mo TeneqoHy) TUKHI

2.1.2. TpiEHTUH

TpieHTUH 6yB YNPOBaPKEHUIA | 3aTBepKeHWin AAMiHICTpauieto 3 NikiB Ta
xapyosux npopykTis (FDA) CLLUA y 1982 poui K anbTepHaTUBHUIA Npenapar y XBopuX
3 XBOPOOOK BinbcoHa, AKi He MepeHoCUIN MeHiumnamiHy. BiH TakoX HanexuTb [0
XenariB 1 A€ aHaioriyHo A0 neHiumnamiHy, Xo4 1 gewo m’akwe. [Jo3yBaHHA | pexxum
BXXMBaHHA CTOCOBHO NPUIOMY XKi TakOX iAeHTUYHI 3 neHiymnamiHom. MpoTe KinbKicTb
Mifli y cedi nNpu MOro 3acTocyBaHHI 3HMXXYETbCA HabaraTto MOBifbHiLLE, MOX/MBO, B
AianaszoHi 1,0-3,0 Mr/go6y ans nauieHTiB, KOTPUX Ti/IbKU-HO noYanu nikysaTu.

Tak caMO TPIEHTUH LINKOM eeKTUBHUIA Npu XBOpo6iI BinbcoHa B pasi MOBHOI
KOMMNMIAEHTHOCTI 3 60Ky XBOPOro. OCTaHHIO OLiHIOKOTb 3a MOKa3HUKaMu Mifi iJeHTUYHO
JO TOro, fK 1 npu Tepanil neHiuMnamiHOM, MpY  LbOMY BW3HAYeHHA He-
Llepy/nionnasmiHoBOT Mifi NiasMu € Kpawum MapkepoM, HXK Migb Y 24-TOAMHHIN ceui.
3anporoHoBaHWMA NigXif 40 MOHITOPUHIY e(heKTUBHOCTI TPIEHTUHY HaBeAeHO B TabnuLi
1.
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Lleir npenapat AeMOHCTPYE Ti cami MOGIYHI eheKTn, WO i NeHiumnamiH, ane 3
Habarato MeHLUOK 4acToTol. HalnowmpeHiwow € npoTeiHypis (2-5% XxBopux).
3anpornoHoBaHWM NigXig A0 MOHITOPUHIY TOKCUYHOCTI TPIEHTUHY nogaHo B Tabnuui 1A
PVU3MK MNOripLIEHHsT HEBPONOriYHMX (DYHKLIA MpyY MOYaTKOBOMY 3aCTOCYBaHHI LIbOro
npenaparty MeHLUWIA MOPIBHSAHO 3 NeHiLMIaMiHOM i CTaHOBUTb 61113bko 20%.

2.1.3. UnHK

LIMHK 6yB cxBaneHuin FDA gna nigTpumytodoi Tepanii XBopobu BinbcoHa y 1997
poui. BiH Mae cneumdivyHnin MexaHi3M fil - iHAYKYE METaNoTIiOHETH KNITUH KULLIKIBHMKA
| NPUrHivye nornnHaHHA Migi. [losa ctaHoBUTL 150 Mr/goby Ha Tpy NpuiAoMK, NPUYOMyY
KOXEH 3 OCTaHHIX Mae OYyTW B iHTepBasli He MeHLLe HDXK rofivHa nepeg npuinomMom i um
MicNs HbOrO.

EekT UMHKY npsAMO NPOMOpLiiHMIA  KOMMNAEHTHOCTI  XBOPOro. MOHITOPUHT
OCTaHHbOI HabaraTo Kpawmii MOPIBHAHO 3 MeHiuMnamiHoM i TpieHTMHOM. Lle
MOACHIOETLCA TUM, L0 BUAINEHHA Mifl 3 CeYero npu Tepanii LMHKOM MOB’A3aHe nLle 3
[eno  “BiNbHOAOCTYMHOI” Mifi | He Mae HIi4yoro cnifbHoro 3 6e3nocepeaHbO0
TepaneBTMYHOO Aiet0 npenapaTty. TakMM YMHOM, NpU NIATPUMYHOUOMY NiKyBaHHI Chif
Aomaratmcs BenmumH Migi 50-125 mKr./noby B cedi, a 6yab-SKWil Nporpecyounii Nigrnom
BULLE LbOro PiBHA Mae BMKINKATL TPUBOTY LLOLO MPaBUIbHOCTI PeXXMMY 3aCTOCYBaHHA
LUMHKY. Lle He o3Havae abCcoMOTHY HeobXiAHICTL 3MiHW MpenapaTy, ane 3 XBopuM Tpeba
JeTaslbHO 006roBopuUTU BCi acnekTW MOro 3acTocyBaHHA. AK OGOHYC MOXHA BUMIPATM
piBEHb UMHKY Y 24-rofMHHIW cedi - oro BennmumHu noHag 2,0 mr/goby ceigyars npo
[O6pY KOMMMAEHTHICTb. PekomeHaauii LWOAO MOHITOPUHTY  eqeKTUBHOCTI  Tepanil
LIMHKOM nogaHo B Tabnuui 1B.

Lleit cepegHVMK Mae neplloKnacHWiA npogifib  6e3nekn. E€ANHUM  TOKCUYHUM
epekToMm € aBuWla nogpasHeHHA wnyHka (y 5-10% xBopux). Yacto [030t0, fKa
CNPUAMAETLCA HalBaXK4e, € PaHKOBA, a/le ANA YHUKHEHHS NOGIYHMX BNAMBIB Ti peasibHO
3MICTUTW Ha [eLo Mi3HIWWA Yac. Y CKnagHWX BuNagKax AOUiNbHO NpuiiMaTy npenapar
I3 HEBE/IMKOIO KifbKICTHO 6ifika (LUMaTKoM M’sca abo [IKEMOM).

Mpenapatom, cxeaneHUM FDA, € UMHK aueTtar nif TOProBotd Ha3Bow “lan3viH.
TakoX ICHYHOTb (PapmaueBTUYHI | HedapMaLeBTUUHI (opMu Yy BUTNALI CynbaTty,
INIIOKOHATY UMHKY Ta iHLMX CONeiA.

2.1.4. TeTpaTiomoni6gaT (TM)

TM Le He cTaB KOMepUiHO AOCTYMHUM, OfHaK TaK TpmBaTMMe HefoBro. BiH mae
LIJIKOM BigMIHHWIA MeXaHi3M fiT, (hopMyroUn TPUKOMMOHEHTHUIA KOMIM/EKC i3 BifIkoM Ta
migaro. Mpy npuitomi 3 keto TM 3B’A3YeTbCS 3 OCTaHHbLOK, a TaKoX i3 eHAOreHHo
CEKpPeTOBaHOK MiJAt0 Ta MepeTBOPHOE Le KOMMeKec Ha HeabcopboBaHWiA. Takum
YMHOM, BULLIE3rafaHuii npenapar WBWAKO CTBOPKOE HeraTMBHWUIA GanaHc Mifi B opraHiami
nauieHta. Mpy npuinomi 6e3 DKi TM NOrMMHAETLCS Y KPOBOMNH | POPMYE KOMIMEKC i3
BIfIbHOKO MiAato Ta afbbyMiHOM. Taka Migb 6inblue He [AOCTYNHa A1 KAITUHHOMO
MeTaboni3my i, 0TXKe, i TOKCUYHWIA MyN MOXHA LUBUAKO BIATUTPYBaTW.

TM BMKOpPUCTOBYBa/IM MPWU iHIUia/IbHIA Tepanii HeBPO/OriYHMX (OpM XBOPOOM
BinbCOHa, a HUHI AOCAIMKYIOTb | MPW MEYiHKOBUX Pi3HOBMAAX OCTaHHbOI. Moro fosa
cTaHoBUTb 120 mr/goby, 20 mMr Tpudi Ha JeHb pa3om 3 Dketo 1 60 Mr Ha Hid, TpMBanicTb
Kypcy 8 TWXHIB OfHOYACHO i3 UMHKOM. MIpo0 e(eKTUBHOCTI 3a/IMLLAETLCA BIACOTOK
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XBOPUX i3 MOTIPLUEHHAM HEBPOMOriYHMX (YHKLIN Ha (DOHI Tepanii, KOTPUA npw
3aCTOCYBaHHI npenaparty CTaHOBWUTb MeHLe 5% (nopisHAHO 3 50% A9 neHiunnaminy i
MmeHLWe 20% pna TPIEHTUHY). 3anpomnoHOBaHY CXemy MOHITOPUHIY TOKCUYHOCTI TM
nogaHo B Tabnmui 1C.

2.2. CTpaTeriicneyndivyHoi KOHCepBaTMBHOI Tepanii npu XxBopobi BinbcoHa

2.2.1. IHiuianbHa Tepanis - XBOpi 3 ypa>rkKeHHAM MeYiHKu

PekomeHAOBaHWin BUOIP npenapaTiB AN Pi3HUX MNeYiHKOBUX (HOpPM  XBOPOOU
npeacTaBneHo B Tabnumui 2.

Tabnmus 2.
Bnbip cneundivyHnx npenapariB ANns iHiyiaibHOT Tepanii
NP1 Ne4iHKOBMX (PopMax 3aXBOPHOBaHHSA
Twn xBoporo Bnbip npenaparty EkcnepymeHTasibHa
1-ro pagy 2-ro pagy Tepanis
MigsuweHHA piBHA  LIMHK TpieHTUH TM + UnHK
TpaHcamiHas,
BIACYTHICTb
MeYiHKOBOI
HefO0CTaTHOCTI
HassHuiA umpos, LMHK TpIEHTUH
BIACYTHICTb
MeYyiHKOBOI
HefO0CTaTHOCTI
lMeviHkoBa

HeJOoCTaTHICTb3

Jlerka uv nomipHa TPIEHTUH + UMHK  TleHiuunamid + UMHK

Baxkka TpaHcnnaHTauis TPIEHTUH + LUUHK

MeYiHKK

glue. Tabnmuto 3 WOoA0 Knacuikawii ne4iHKOBOT HeJOCTaTHOCTI.
AKWo y nauieHTa HafBHe nuwe NiABULLEHHA PIBHA TpaHcaMiHa3 YW  MOEAHAHHA
OCTaHHLOrO 3 LMpo30oM, ane 6e3 03HaK [eKomneHcauii neviHKK (HW3bKUA PiBEHb
anbOyMmiHIB, MigBULLEHWI - 6iNipy6iHY, NOAOBXEHNA NPOTPOMOIHOBMIA Yac), TO XBOPOro
MOXHa NiKyBaT¥ aHaloriyHo [0 Tepanii Ha MigTpumytodin (asi - UMHKOM abo
TPIEHTUHOM.

AKLWO Yy XBOPOro cnpasfi € NposiBM Me4viHKOBOI AeKoMMeHcauii, Cnif npoBecTu
CeNeKLio Woao TOro, UM 3MOXe BiH MEPEHECTM KOHCEpBaTMBHY Teparito, UM B Takii
cuTyauil gouinbHiwow 6yae TpaHcnnaHTauis. HeobxigHO NiAKpecnuTw, WO LwKana
Chiid-Turcotte-Pugn Ta iHWI wWKanu, po3po6neHi A1 XBOPUX 3 MEYIHKOBOM
HeAOCTATHICTIO 3 NPUYMH IHWNX, HIDXX XBopob6a BinbcoHa, He npuaaTHi Ana 34iNCHEHHS
[060pYy KaHAuAaTiB Ha TPaHCMNaHTaLilo B pasi HasiBHOCTI OCTaHHbOI. Y Tabnuui 3A
MofaHO AVPEKTVBW, 3riAHO 3 AKUMW XBOPI 3 JIETKUMW NOMIPHUMW po3fiagaMu AOCUTb
[06pe NepeHOCATb KOHCEPBATMBHE NiKYBaHHS; L0 CTOCYETLCA IPYNN BaXKKUX NaLieHTIB,
TO B HUX HEOOXIiAHO 3A4iCHIOBATN TpaHcnnaHTauito. Jupektusn Tabnuui 3A AONOBHEHI
Tabmumueto 3B, AKa nNpefacTaBnse pe3toMe OanbHOT WKannm Heisepa. OcTaHHIO
PO3PaxoBYHOTb i3 BMKOPUCTAHHAM MOKa3HWKiB 6inipy6iHy, ACT i npoTpom6iHOBOro
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yacy. OpuriHanbHi gocnifikeHHa Helizepa i cnisBnp. cBigyaTb, WO NpK KifbKOCTi 6anis 4o
6 nauieHTn, NMOBIPHO, NePeXMBYTbL Teparito NeHiuunamiHoM, a npv NiABULLEHHI LbOro
napametpa 6inbwe 7 - Haepag. MMpote, nikapi y 6araTtboX K/iHikax YCrilHO NliKyBam
KOMOIHaLiet0 TPIEHTMHY i LMHKY XBOPWX i3 KiNbKICTO 6aniB 3a LWwkanor Helisepa GinbLue
9.
Tabnmus 3
Knacuikauia ne4iHKoBOI HeAOCTaTHOCTI
A. Knacuikauis ne4iHKoBOT HeOCTaTHOCTI,
rpyHTOBaHa Ha CBiTOBOMY [0CBifi NiKyBaHHSA XBOpo6u BislbCOHa
HopmasibHi Nerkuii MomipHMia Baxkkuit
BE/INYUHN CTYNiHb CTYNiHb CTYyMiHb

HeAOoCTaTHOCTI  HeJoCTaTHOCTI  HeAOoCTaTHOCTI
JlabopaTopHi napameTpu

3ara/ibHui 0,2-1,2 mr/an~ MeHuwwe 8 8-15 MoHag 15
6inipy6iH
CYPOBATKM
ACT cupoBatku 10-35 MO/n MeHwwe 150 150-250 MoHag 250
AJTT cmpoBaTkm 10-35 MO/n MeHwe 150 150-250 MoHaz 250
AnbbyMiH 3,5-4,5 r/on MoHag 2,5 MeHLwe 2,5 MeHLe 2,5
CYPOBATKM
ofoBXKEHHS Oc Jo 8¢ 8-15 ¢ MNoHag 15 ¢
NPOTPOMOIHOBOI0
yacy

KniHi4vHI gaHi
HakonunyeHHs Hema YacTo MomipHa Benvka
PIAVHN B YepeBHii HeBe/inKa KIi/IbKICTb KIifIbKICTb
MOPOXKHUHI KINIbKICTb
KposoTeui Hewma 3azBunyai MoxxyTb 6yT YacTo HasBHI
BHACMIAOK HW3bKOIo Hema HasABHiI
PIBHSA (pakTOpIB
3ropTaHHs KpoBi
MeyiHkoBa Hewma Hema Hema Moxe  6Gytn
eHuedasnonaris HasBHa

B. Knacugikauyis ne4iHKoOBOI HeAOCTATHOCTI,
I'PYHTOBaHa Ha NMporHocTUYHoOMy iHaeKci Heinsepa

JabopaTopHi HopmanbHi  bann

MOKa3HWNKN BeNNYMHN 0 1 2 3 4

Binipy6iH 0,2-1,2 po 58 5,8-8,8 8,8-11,7 11,7- noHag,

CUPOBATKN mr/gn 17,5 17,5

ACT cuposatkn  10-35 no 100 100-150  151-200 201-300  moHag
MO/n 300

MofoBXKeHHS Jo 4 4-8 9-12 13-20 noHag, 20

NPOTPOMGIHOBOIO
yacy (cekyHau)

27



HWHI peKOMeHA0BaHO0 THILia/IbHOKO (hapmakoTepanieto 419 XBOpUX 3 MeYiHKOBOK
HeAOCTaTHICTIO € KOMOGIHaLifA TPIEHTMHY 3 uMHKOM (Tabnuusa 2). Lli npenapaTn MatoTb
OyTK po34ineHi 3a YacoM NPUINOMY, a TaKOX He 36iratmucs 3 NPUoMom Ki (NMpUHaNMHI B
IHTepBasii 1 roguHK). TpIEHTUH Mae nepesBary Hafg MeHiLMIaMiHOM Yepes HUK4y
TOKCUMYHICTb. [10 NiKyBaHHA [0Aal0Tb LWMHK, OCKIifIbKA BiH IHAYKYE MEYiHKOBUIA
METANOTIOHEIH, SAKWIA [Joromarae 3B’A3yBaTWl MOTEHLIAHO TOKCUYHY Migb Y NediHLi.
3aCcTOCOBYHOUY TakKe NOEAHAHHSA NIKIiB, MU YCMILWHO NIKYBa/I XBOPUX i3 KiNbKICTIO 6anis
3a lWKanol Helisepa 9 6e3 Oyab-AKWX TepaneBTUYHMX Hesgad. Vloro  cnig
BMKOPWUCTOBYBATW A0 cTabinisauii (Y1 NnpuHaiMHI TeHAeHUiT 4o cTabinizauil) nevyiHKoBMX
aHanisie (mpotarom 4-6 Micauis), a gani HeO6XiAHO NOYMHATL MIATPUMYKOYY Tepanito
O4HVM i3 UMX CepefHUKIB. Y LbOMY CeHCi MW BIAJAEMO nepeBary UMHKY. YXe
3acBiYeHo, WO Npu MigTPMMYHOUIA Tepanii NPU3HaYeHHs ABOX MpenapaTtiB He Mae
SKUXOCb MepeBar, X04 € W He#oNikn - YTPyAHEHA KOMMMAEHTHICTb, NigBULLEHI
MeAMKaMeHTO3Ha TOKCUYHICTb | AMOBIPHICTb PO3BUTKY HeLOCTATHOCTI Mif.

MeviHKOBI MOKa3HWKW MOYHYTb MOAINLWYBATUCA Yepe3 3—4 Micaui nicns no4vaTtky
NiKyBaHHA Ta B OiNbLIOCTI BMMNAAKIB CTaHyTb HOPMalbHUMKM Ha 12 micaui. eBHWiA
CTYMiHb  MEYiHKOBOIO  ypakeHHsa (0co6AMBO Yy  BMMAAKax SBHOMO  LMpO3y)
nepcucTyeaTumMe B 6araTboX XBOPUX. Y HUX TaKOX MOXYTb OYTU MOXUTTEBI NopTasibHa
rinepTeHsis, rinepcrieHiaM i BapyMKO3He PO3LUMPEHHS BEH CTPaBOXOAy Ta LUIyHKa. 3a
BUHATKOM OCTaHHIX TaKi CTaHW He € SIKOKCb NPO6/IEMOIO NPU HOPMa/IbHUX NapamMeTpax
MeYiHKoBMX (PYHKLUi. KpoBoTeya 3 BapMKO3HO PO3LUMPEHUX BEH MaE HaBULLMIA PU3NK
PO3BMTKY B Nepwli 2-3 POKM JiKyBaHHA, fani BiH 3HWKYETbCA. PU3NK paky MeyiHKu
HU3bKUIA MOPIBHAHO 3 IHWWMK MPUYMHAMK LMPO3Y, MMOBIPHO, MeHwe HiX 1 : 400
MPOTArOM XXUTTS.

2.2.2. lHiUiasbHa Tepanif - HeBPO/OriyHi XBOPI

PekomeHA0BaHWin BMGIp npenapariB y XBOPOro 3 HeMpo-ncuxiaTpuyHMMmn opMamm
3aXBOPOBaHHA NOAaHO B Tabnui 4.

Tabnmus 4
Bunbip meamMKamMeHTIB 4715 NiKyBaHHA XBOPUX
A. Bubip cneupchivHoro npenapary 4715 iHiujiasibHOT Tepanii
B HEMPOMNCUXIaTPUYHWX MaLiEHTIB
[Npenapat 1-ro psaay [Mpenapat 2-ro pagy [Mpenapat 3-ro psgy

TeTpatioMoni6aar i UMHK Jlwe umMHK TPIEHTVH | UMHK
B. Bubip crieupmivHoro npenaparty 414 NigTpyuMyro4ol Tepanii i iKyBaHHS y
6e3CMMMTOMHOIO XBOPOIO i BariTHOI NaLlieHTKM

[Npenapat 1-ro pagy [Mpenapart 2-ro pagy

LInHK TpieHTVH

C. Bvibip crieumdpivyHoro npenapary 4/ negiatpyuyHoro Xsoporo

Tvin nauieHTa PekomeHpauit

[MeyiHKOBI MposBMK, iHiLjabHa Tepanis AK i B Tabnmui 2, 3 BiAMOBIAHAMM 3MiHAMW B
Aosi

HeBponoriyHi Npossy, iHiLiabHa Tepanis 7K nofaHo BuLLe, 3 BIANOBIAHAMW 3MIHAMW B
[o3i

Be3CMNTOMHMIA  MaujieHT uM  NiATPUMYOYa  FK NofaHo BYLLE, 3 BIAMOBIAHVMM 3MiHaMN B
Tepanis Jilek]
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I3 iHiLianbHO Tepanied HEBPONOTiYHUX XBOPUX € CYyTTEBA NPO6EMa - BCi KOMEPLiAHO
[JOCTYNHI A1 UbOro npenapatyv MaloTb JeeKTV B NiKYBaHHI TakMX XBOPUX.
MeHiumMnamiH Mae BUCOKMIA piBeHb (6/113bK0 50%) MoripLieHHS HEBPOOTIYHMX (PYHKLIN,
MMOBIpPHO, Yepe3 MOO6ini3auito NeviHKOBOT Mifi i TMM4acoBe MiABULLEHHA Ki/IbKOCTI
OCTaHHbOI B TO/I0BHOMY MO3KY. [puHaliMHi Yy MO/IOBUHN XBOPUX, B AKUX HacTano
NOripLeHHs, BIAHOBNEHHA (OYHKLIA HIKONM He Jocsrae TOro piBHS, WO OyB nepef
noyaTkom npuiiomy npenapaty. TPIEHTUH, iHWWIA Xenat, Mae npuéansHo 20% pusnk
CMPUYMHUTM NOTIPLUEHHS HEBPOMOTIYHUX (PYHKUIA Yy UbOrO0 KOHTUMHIEHTY MauieHTiB.
3araioM, UUHK - 3aHafTo MOBIMIbHUIA 418 ONTUMa/IbHOI Tepanii B HUX. Pa3om 3 TUM Yy
KOXHOr0 TPeTbOro nawieHTa, NponiKoBaHOro fINLLE LM CepeiHUKOM, BUHUKIO Cepilo3He
MPOrpecyBaHHA TPemMopy.

YHacnifok BifACYTHOCTI [o6poro npenapaty fAnas Tepanii TakMx XBopux 6yB
po3pobnieHnin Tetpatiomoni6gatr (TM). Y Bigkputomy [ocnifXeHHi nuwe y 2 3 55
XBOPUX BWMHUK/O MOTiPLIEHHS HEBPOMOTiYHMX (PYHKUiA Ha (POHI iHiLianbHOT Tepanil.
BoHO Morno 6yTn Hacnigkom npupoAHOT eBOMOLIT XBOPOOW, Todi AK npw Tepanii
MeHILNIaMIiHOM | TPIEHTUHOM TaKi e(PeKTM MePeBaXKHO KaTasi3yrTbCAa MeAMKaMEHTO3HO.
Hun3bkunin piBeHb arpasauii npu Tepanii TM 0yB TakoX NiATBEPAKEHWUA Yy NOABIHOMY
CMiNOMy [OCNIXKEHHI, 3rigHO 3 pesynbTataMu AKOro nuiie B 1 XBoporo 3 27 Ha (oHi
npuiiomy TM 6yno noriplweHHs HeBPOMOTiYHUX (YHKLIA, TOAI SK NPU BUKOPUCTaHHI
TPIEHTVHY BOHO BMHUKO B 5 MaLieHTIB i3 27.

0n0BHUM Heponikom TM € BIACYTHICTb KOMEPUINHO AOCTYMHUX (POpM, Xoua
peecTpauia npenapaty 3aMLIAETbCA CrpaBol0 4acy. [py  1AOro  3acTtocyBaHHi
crnocTepiralotb Aa MNo6iYHi edieKT! - aHeMito/NenKomneHito, MMOBIPHO, CMPUYUHEHY
3HVDKEHHAM BMICTY Mifl Y KICTKOBOMY MO3KY, | filerke nifABWLLEeHHs PiBHA TpaHCamiHa3
YHacnigoK 3CyBiB Yy MeYiHKOBOMY Nyni UbOro enemeHta. O6uasa BOHW pearyloTb Ha
3MEHLLEHHS L03W.

[PYHTYIOUNCHL Ha CKa3aHOMY BULLE, MU PEKOMEHAYEMO TM Y KOMMNEKC 3 LIMHKOM
K npenapartun neplioro snéopy (Tabnuusa 4A). Ak npenapat Apyroro psagy Moxe 6yTu
NALLE CaM LMHK, KOTPUI 3a/IULLIAETLCS Be3MeyHiluMM, HIXK TPIEHTUH (Npenapar TPeTboro
pagy), i3 nputaMaHHUM 4119 Hboro 20% pu3nMKom noriplueHHs. TeHiynnamii HiKonm He
cnif naBatv nauieHTam i3 HEBPOMOriYHUMIM MPosiBaMM XBOPO6W BinbcoHa.

2.2.3. MNigTpumytoya Tepanis

MigTpumytody Tepanito NOYMHAKOTb MIC/A YCYHEHHS PU3NKY FOCTPOI IHTOKCUKALT
Mig4t0 Ha (DOHI iHIUiaNbHOro NikyBaHHA (3a3Buyal nmicna 2-4 MiCAUIB OCTaHHbLOrO).
CyporaTHUM MapKepom € BMICT Mifi Y 24-roguHHiin cedi 150 MKr Ta MeHLUe, SKLLO
nawuieHT NPUMae NULLIE UMHK, | BMICT He-LepynoniasMiHoBOI Mifi nia3Mm MeHLue Bif 25
MTIT/TTTT - TTITTTAMIMYTIUTY TenAanito rITTT noymHaTtn Bigpasy B 683CMMIMTOMHUMX XBOpUX | B
nawieHTiB nvLle 3 NiABULLEHHAM PiBHA TpaHcaMiHas.

PekomeHfoBaHWUIA BUGIp MpenapaTtis 419 NiATPUMYHOYOT Tepanii nogaHo B Tabniuui
4B. 3 JOCTYNHUX CepefHWUKIB NMPOMOHYIOTLCA LUHK | TPIEHTUH, YOro He MOXKHa CKasaTtu
Npo MeHiumMnaMiH Yepes MOro 3HayHy TOKCUYHICTb. [lepeBary BiffatoTb LMHKY Haj
TPIEHTUHOM, OCKIi/IbKM BiH MEHLL TOKCUYHWIA | HabaraTo rpyHTOBHiILLE BUBYEHWIA.

Cepiio3HotO  Mpo6sieMOKD  MIATPMMYIOYOT  Tepanii  3aIMLIAETLCA  NoraHa
KOMMIAEHTHICTb. OCKIifIbKU LS Tepanif € MOXWUTTEBOK | 4YacTO CTOCYETbLCA MOMOAMX
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NKOJEN, TO KOMMNIAEHTHICTb 3 YaCOM Mae TeH/EHLLit0 3HMKyBaTUCA. Tak, y KoropTi i3 141
XBOPOro, WO npuiAMann UMHK, 3a 5-10-pivyHniA nepiof crnocTepexxeHHs 61mn3bko 10%
nauieHTiB Mann cepinosHi, a we 20% - eni3oAnyHi Npo6seMn 3 KOMIMIAEHTHICTHO.
MoykHa 04iKyBaTH, L0 B PYTUHHIN KNiHIYHIA NpakTuui Ui npobnemu we 6inbuli. OuiHKa
Migi | UMHKY (SKWO XBOPWI MpUAMae OCTaHHIN) Yy 24-TOAMHHIN cedi, a TakKoX
BU3HAYEHHS He-Lepy/ionia3mMiHOBOT Migi MiasMu (SKLLO XBOPWIA NPUIAMAE TPIEHTUH) pas3
Ha PIK € KPUTUYHO BaXK/MBMMMK €/IeMEHTaMU CMOCTEPEXEHHA 3a MakcuMi3aLieo
KOMM/IAEHTHOCTI.

2.2.4. Tepanis 6e3CMNTOMHUX XBOPUX

[o 6e3cMMNTOMHMX MauieHTiB HaiexaTb Ti, B KOro AiarHo3 OyB MOCTaB/iEHWi
rnepej PO3BUTKOM K/TiHIYHOT KapTUHK. 3a3Buyaii Le pigHi 6pati abo cecTpu nauieHTa, B
KOTPUX NOCTaBW/M fiarHo3 Mig vyac CiMEeMHOro CKpPUMHIHTY. BrvnafkoBo 6e3CMMMTOMHUMX
XBOPUX BUSABNAKOTH MPU PYTUHHOMY OhTanbMocKoniyHoMy (Kinbus Kaizepa-®neiiepa)
4m GioximMmivyHOMY (MiABULLEHHS PiBHA TpaHCaMiHa3 CUPOBATKM) 0BCTEXEHHAX.

Y KOHTEKCTI 3aCTOCyBaHHS iHiUjiasibHOT Tepanii Taki XBOPI eKBIB&/IEHTHI
CUMNTOMHUM XBOPUM i TOMY TaK caMo nepebyBatoTb Ha NiATPUMYHOYIN (ha3i NiKyBaHHS,
TOOTO BifJ CaMOro nNoYaTKy NPUAMatoTb LIMHK Y/ TPIEHTUH (Tabnuus 4).

2.2.5. Tepanis BariTHYX NaLieHTOK

3aNMLIAETbCA KPUTUYHO BaXX/IMBUM, aby BariTHi nauieHTKM i3 XBOpo6oto BinbcoHa
NPOAOBXYBa/M  MpuiMaTy  creundiyHi  npenapatv. CBOro 4acy, KOAM  €AVHUM
[OCTYMHUM 3ac060M 3a/MLLIABCA MEHIUMNAaMIH, XIHKW Mig Yac BariTHOCTI MepecTaBa/in
Oro NpuinMaTK Yepes TepaToreHHi edieKTn | BHACNiAO0K LIbOro Yacto BMupanun. CborogHi
PEKOMEH0BaHNUM BMOOPOM 3a/INLIAETLCA LUMHK abo TpieHTUH (Tabnuusa 4B). 3rigHo 3
pesynbTaTaMn OfHOro 3 AOCNiMKeHb Tepanil UMHKOM 26 BariTHUX Yy HapoMKeHUX AiTel
MasM Micue nuwe faga fAeekTn - fAeheKT CepueBOi Meperopoaku, KOTPWIA Nerko
nigaascs Xipyprivdiin Kopekuii, i netanbHa Mikpouedganis. [ocsig po60Tn 3 TPIEHTUHOM
Npy BariTHOCTI HeAOCTaTHIl, ane, WMMOBIPHO, LEA CepefHVMK TaK Camo 3[iCHIOE
MPOTEKTOPHUIA  e(heKT Ha 340pOB’A MaTepi 3 HU3bKUM piBHEM [edeKTiB Yy
HOBOHaPOMKEHNX. YHACNifOK Ha3BaHUX TepaTOreHHWX BM/MBIB Y BariTHUX >KIHOK
neHiumMnamiH He BUKOPUCTOBYHOTb Yy3araii.

Mpy nikyBaHHi BariTHOI XXIHKW CNif nam’dAtatv Mnpo Ay>e BaXXK/MBUA MOMEHT -
He[OCTaTHICTb Mifi cama Nno cobi € TepaTOreHHNUM YMHHWKOM, a OTXKe, (papMakoTepanis
Npy LbOMY He MyCWUTb OYTM BMHATKOBO arpecvBHOK. Hanpuknag, npu 3acToCyBaHHI
LUMHKY piBeHb Migi Yy 24-rofuHHIA cedi peKOMeHAytTb YTpUMyBaTh Ha piBHI 50-125
MKr. [Mpwv BariTHOCTi ONTUMaNbHWUIA iHTepBan cTaHOBUTUME 75-150 MKr. AHanorivyHo npu
Tepanii TPIEHTMHOM GaxaHUM MOKa3HWKOM He-Liepy/onaasMiHoBOT Mifi nnasmu Oyze
10-25 MKr/gn, He HKYe. PeKOMeHAYHOTb MOHITOPUHI BariTHUX YXXIHOK KOXHI 3 Micaui 3
BIAMOBIAHNMM 3MiHAMK Y [03I.

Y)e 3’Ac0oBaHO, WO MaTepi, fKi NPUAMaKOTb UMHK, He BUAINAOTb BEIMKUX NOro
KiflbKOCTeN 13 TPYAHUM MOJIOKOM, TOMY peasibHO MPOAOBXYBATW 3aCTOCOBYBATW LW
npenapar nig Yac BUrogosysaHHA. MogibHUX gocnimpkeHb AN TPIEHTUHY NPOBEAEHO He
oyno.

2.2.6. Tepanis giTen



Y T1abnuuyi 4 nofaHo pekomeHauii 3 fliKyBaHHA negiaTpuyHMX XBopux. Tepanis
MoyaTKoBMX MPOSBIB, MiATPMMYyKOYa 4KM  Tepania  6GE3CUMMNTOMHUX  MaLjieHTIB
CMNiBBIAHOCUTLCA 3 PeKoMeHZauisMn 418 [OPOC/InX i3 afeKBaTHUM 3MeHLUEeHHAM [O3W.
PekomeH/i0BaHi nefiaTpyyHi 403W LUMHKY NnofaHo B Tabnuui 5.

Tabnumus 5.

3MiHM [03 UMHKY B negiaTpruyHoro XBoporo

Bik abo Bara nawjieHTa [Jo3a
[o 6 pokis 25 Mr [Bidi Ha fieHb
6-15 pokiB un Bara 125 yHTIB 25 MI TpUYi Ha [eHb
16 pokiB i Oinbwe uym Bara noHag 125 50 Mr Tpudi Ha eHb
(OyHTIB
ICHye 0OMeXeHWil [0CBif CTOCOBHO AiTeld BIKOM MeHLe 6 pOoKiB i BiH MPakTUYHO
BIICYTHI LIOAO AiTeld MeHWe 3 POKiB, TOMY NiKyBaHHA MefiaTPUUHUX XBOPUX LyXKe
Masioro BiKy BK/KOYAE PerynsapHUin MOHITOPUHT. 03u TPIEHTUHY ANns AiTeil Bikom ao 12
POKiB cTaHoB/ATL 500-750 Mr/goby Ha 2 uv 3 npuiiomMu.

3. IHLWI acnekTu NliKyBaHHA

3.1. flieTa

PaHile BBaXanoCcAd 3a CTaHZapT CaAuTU MauieHTa Ha [Y)Ke >XOPCTKY AieTy 3
HW3bKUM BMICTOM Migi. Mu npoBenn MNOBTOPHI BUMIPKOBaHHA LbOro efemMeHTa y
HanbiNbLl 0O6MEXYBaHNX BMAAX XapyoBMX MPOAYKTIB i BUSBWAW NnLe 2 i3 HE3BMYANHO
BUCOKMM piBHEM Migi. Lle nediHka i mostocku. BMICT migi y 340pO0Bil nediHui Habarato
BULLIMIA NOPIBHSAHO 3 NEYiHKOK Npu XBopobi BinbcoHa. Lleli opraH MOXXHa BXMBATW /ULLE
y BArNIA4I NawTeTiB (Y HEBE/IUKIN KiNIbKOCTI), ane He AK YUCTUIA NPOAYKT. AHAIOMYHO i 3
MO/IIOCKaMN - 3ara/loM BBaXXalOTb, WO Micna 6-12 wmicAuis Tepanii [OMYCKAETLCA
BXXMBAHHA CTPaBW i3 3HAYHMM X BMICTOM 3 pO3paxyHKy 1 pa3 Ha TWXAeHb. IHLWI YacTo
06MexXyBaHi NPOAYKTW TUNY LIOKOMagy, ropixie, rpubis Ta iH. LiSIKOM MPUAHATHI 5K
3BUYHUIA KOMIMOHEHT AIETW. 3BMYaliHO, He Cnif BXMBAaTWU MiAbBMICHI BiTamMiHHO-
MiHepasibHI XapyoBi f06aBKN. AKLLO XBOPUA NepebyBae Ha 30HA0BOMY Xap4yyBaHHi, TO
cnifg nam’Atati, WO OifbWiCTb TakKMX KOMEepUiAHO [AOCTYMHUX PO34YMHIB MatOTb
HaAMIpHY KifibKicTb Mifi. OCTaHHI MOXHa 3aCTOCOBYBATW fiMLUe 3 TaKOro pPo3paxyHKy,
WO npW X BBEAEHHI B OpraHiam nauieHTa notpannsatume He 6inblwe 15 Mr uporo
eflemeHTa 3a Jo6y.

3.2. ®isioTepanis Ta iHWI AONOMIDKHI LUAAXN NiKYyBaAHHS

Y XBOpUX 3 BUPAKEHUMW HEBPONONIYHUMK NPOSBaMM XBOPOOM 3aCTOCYBaHHS
(pisioTepanii gna MNIATPMMKW afeKBaTHOrO PIiBHA PyxiB 1 (I3MYHOT aaanToBaHOCTI
3UIMLLIAETLCA BUHATKOBO BaXMBMM. [1py  YCKNaAHEHHI AWUCTOHIT KOHTpaKTypamu
MOMIYHMMW MOXXYTb BYTW (hikcauist YaCTWH Tinia 'y ¢i3ioNnoriyHoMy nonoxxeHHi. OCKiNbKM
BBXKAETLCA, O B MawieHTa NOYHETLCA MOMIMNLEHHS NPUOIN3HO Yepe3 6 MicAliB nicns
noyaTky cneuudiyHoi Tepanii, AN9 MeAMKIB | napamMeaMyHOro nepcoHany €
MPUHLMNOBMM MIATPMMYBATU Y XBOPOro MO3WUTWBHE CTaB/IEHHA [0 CBOrO CTaHy |
Hamarartucs BifHOBUTN MaKCMMa/IbHO MOX/IMBO MOro (hi3UYHi HaBUKM.

Bigirpae ponb y nikyBaHHi i1 noronegis. Ti cnig onTUMi3yBaTM B KOHTEKCTI
3aranbHOT cTabinizayii HeBPONOTiYHUX (YHKUIA. FAKLWO Y XBOPOro YTPUMYHOTbLCA
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TPYAHOLLI B KOMYHiKauii, TO MOMIYHUMKN MOXYTb OyTW crieyjianbHi OykBeHi Tabnmui umn
e/IeKTPOHHI NMPUCTPOI.

AKLWO npoLuec BIAHOB/EHHA TpWBaE 6/M3bKO 2 POKIB, Y CXEMY JliKyBaHHS Chif
BK/IOUMTY NpaueTepanito. YHacnigoK pe3vuayasnbHoi iHBaliHOCTI 6arato Takmx XBOPUX
HIKOM He NOBepTaeTbCA [0 CBOEI  MNOMepefHbOl  CheuiasibHOCTI | BUMarae
nepeksanicikayii. MNMpoTe HaBiTb MAUiEHTN 3 BUPKEHUM Le(EKTOM MOXYTb OAepXKaTu
MO3UTUBHI pe3y/bTaTh Xo4a 6 Bif AKOICb 3aHATOCTI.

[BOpiYHMIA nepiof BiAHOB/MEHHA TaKOX HeOOXiAHWA [NA  Po3rniagy  AesKuX
MOX/IMBOCTEN peabinitayiiiHoi xipyprii. MNpu opmyBaHHI KOHTPaKTYp KUCTi Yi CTOMU
OrMepaTuBHI BTPYYaHHS, CNPAMOBaHI Ha BUOBXEHHSI CYXOXW/b, Aat0Tb MOX/IMBICTb
HabyTW KiHLiBKam 6ifbLL (i3i0/I0NYHOIO MOMOXKEHHS.

3.3. OpHoyacHa Tepanis NeviHKOBYX, HEBPOJOTIYHUX I MCUXIaTPUYHUX CUMNTOMIB

MpoTtarom nepiogy nepwmx 4-6 micaAuis iHiLiayii cneyundiyHoir Tepanii y XBOpux
MOXe BWHWKHYTU MNeYiHKoBa HeJoCTaTHICTb. Ii NiKyTb aHaforiyHo A0 MeviHKOBOI
HeAOCTaTHOCTI Oy/b-AKOro IHLIOrO reHe3y - OOMEXeHHS B AI€Ti Coni, [AIypeTuKu,
NiKyBaHHS eHuedanionaTii 3 4ONOMOroK AIETUYHOrO OOMEXEHHSA GiNKIiB, HEOMILUHY YK
NaKTyno3u, Tepanisi BApMKO3HO PO3LUMPEHUX BEH, IH(EKLiNHMX YCKNaAHEHb i T.iH.

AHaNoriyHo cneunugivyHoro nikyBaHHA MOXYTb MOTPebyBaTW MEBHI HEBPOJIONiYHi
nposiBn. AKWO XBopwuiA Mae Aaucdarito, Ti cnif AeTasbHO AOCNignTVM Ha npeamer
MOX/MBOT acnipauii. Aucdarito 6e3 acnipauii NikyroTb LWISAXOM Mepexofy Ha MKy um
HaniBM’aKy AieTy. BupaxeHa acnipauis BUNpaBLoBYe HaknafaHHA racTpoCTOMM.

IHWi HeBpONOriYyHi cMMNTOMK XBOpPOoOM BinbcoHa (Tpemop, OpagukiHesis 3
PUTIAHICTIO UM AMCTOHIA) € AOCUTL iHBanigu3yroumMmMK. [ocsig iX cneyundgiyHoi Tepanii 3a
[AaHUMU NiTepaTypy He3HauYHUA.

MemxiaTpuyHi - CUMNTOMU  NIIKYHOTbCA  AK  3BUYHO, i3  3aCTEPEXeHHAM  LoAo
3aCTOCYBaHHA NMCUXOTPOMHUX areHTiB i3 BUCOKMM rernaToTOKCUYHUM MOTEHLLIa/IoM.

4. Opy»kaHHs, MPOrHo3 i Jo0BroTepMiHOBUIA PUNK

4.1. Opy>KaHHs

Y XBOpMX i3 NEYIHKOBOK HEAOCTATHICTIO, KOTPUX CMoYaTKy JiKyBa/n TPIEHTUHOM
Ta UMHKOM, 75% MOBepHEHHS [0 HOPMa/lbHUX MOKAa3HWKIB CUPOBATKOBOro anbOyMiHy
notpebysano 6,5 Mmicsus, CUPOBATKOBOro 6inipy6iHy - 3,7 Micaus i CMpOBATKOBOI
acnaprarpaHcgepasn (ACT) - 51 micaus. Yci Ui NOKasHWKM 6y HOPMaIbHUMW Yepes
1 pik. 3BWYaiiHO, TriCTOMOrIYHI 3MiHM, BK/IOYAKUM LMPO3, 4YaCTO 3a/ULLAKTLCA
Ha3aBX/W, X04 i BOHN MOXYTb Ha (POHI Tepanii UMHKOM MOCTYMNOBO perpecysatu. Pasom
i3 MepPCUCTYBaHHAM LMPO3Yy B TaKWMX MauieHTIB MOXYTb MepPCUCTyBaTM i O3HaKK
NOpPTa/IbHOT rinepTeHsii, Hanpuknag, TPOMOOLUMTOMEHis abo NeMKOMeHis BHACNIO0K
rinepcrieHiamy.

Mpy HeBpONOriYHMX (hopmax 3aXBOPHOBAHHA K/iHIYHE NONIMNLIEHHSA HAcTaE vepes 5-
6 micauiB Bif iHILiauiT cneuM®ivHOT Tepanii | TpMBaE NPOTArOM HacTynHUX 18 micauis.
Pe3vgyasibHi CUMNTOMW, HafBHI 3a 24 MicAUI MICNA MOYaTKy afeKBaTHOro JiiKyBaHHS,
3a3BMYail NOCTilMHI, X04a NOpPYLUEHHSI MOBM MOXYTb CTabinizysatucs i nisHiwe. CTyniHb
BIJHOB/IEHHA BTpayeHUX QYHKUIA Ay>Xe KONMBAETbCA - Y ULIIOMY UMM OiflbLUniA
MOYaTKOBWIA AedeKT, TUM Binblua AMOBIPHICTb CEPI03HOI iHBaniAM3aLii HaBiTb Ha (hOHI
Tepanii.
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McuxiaTpuyHi - CMMNTOMKW  3a3BMYail  €BOJIIOLIOHYIOTb  MapasiesibHo 3
HEBPO/IOTIYHUMY - TOOTO MOMINWYTLCA 3a 1 piK NliKyBaHHA i B GiNbLUOCTI BUMAAKIB
3HMKaKOTb 32 2 pokU. Criig TakoX mam’atatu, WO 4YacTo AesKi MCuXiaTpuyHi CUMMATOMMU
ICHYIOTb Yy NauieHTa 3af0Bro A0 PO3BUTKY KiHIYHO 4iTKOI XBOpo6Wu BinbcoHa i He
MoB’A3aHi 3 0CTaHHLOK. OC06/IMBO Lie CTOCYETLCA CUTYaLiid, KOMM YacoBMil Mepiog MK
MOSABOKD NCUXiaTPUYHUX Ta HEBPOSOTiYHNX NPOSBIB CTAHOBUTL BiflbLLe 5 POKIB.

4.2. loBroTepMiHOBWIA pU3NK

MauieHT i3 xBopo6ok BinbCcoHa Ta OAHOYACHOK MOPTaNbHOK TiNepTeH3IED
MaroTb MEBHWUI PU3NK KPOBOTEYi 3 BAPMKO3HO PO3LLMPEHUX BEH CTPABOXOAY UM LUTYHKA.
HainBuwimii BiH Npn NeYiHKOBIN HeAOCTATHOCTI. HAKLLO XBOPUIA Y)Ke MaB TaKy KpOBOTeYY,
TO PU3MK HACTYMHOT BUHATKOBO BUCOKWI. Lle yCKNagHEHHA NiKYETbCA YPreHTHO | He Mae
AKOICb Cneundgiky B HeBifKNaaHiA Tepanii MOPIBHAHO 3 KPOBOTEYe iHLIOT eTionoril.
3rifHO 3 [JO0CBIAOM PI3HUX aBTOPIB, PU3MK LIET KPOBOTEYI MOCTYMOBO 3HUKYETLCH
napasesibHo i3 TpPUB/IMM  CneungiyHUM  JliKyBaHHSAM  XenataMmu, MOX/IMBO, Yepes
pedyKuito 3ananbHUX 3MIH Y MeYiHKOBIA napeHXiMi 3 NOoAabLUMM  3MEHLLEHHSM
MOPTa/IbHOT FinepTeHsil.

Y 6inbWOCTi nauieHTiB nicns ctabinizauii NeviHKOBMX MOKa3HUKIB L opraH
afleKBaTHO (DYHKLIOHY€E NPOTArOM YCI€T peLuTn NIOACLKOro XUTTA. Y 6araTboX K/iHiKax
He € PIAKICTIO nauieHTW i3 XBOpo6ok BinbcoHa BikoM 6Ginblue 70 pokiB. To6TO npw
BIAMOBIAHOMY (DapMaKONOriYHOMY KOHTPO/I 32 PiBHEM Mifl 3aXBOPHOBAHHA MEYiHKU He
MPOrpecye; Te caMe MOXHa CKa3aTu i NPo NIENKOMEHI0 Ta TPOMOOLMTONEHI0. 3BMUYaIHO,
CNif YHUKATN HaBaHTaXKeHb Ha LIKO 3a/103Y, - TOMY BaXK/MBa BaKUUMHauiA Big renatuty A
i B, @ TaKOXX YHUKHEHHS NPUIAOMY renaToTOKCUYHMX NiKapCbKNX CepeHYKIB.

Y HeBpONIOriYHUX MNauieHTIB Aucaria Ta acnipayis € (akropamMmu pUsnKy roctpor
MHEBMOHIT 1 XPOHIYHMUX NYNbMOHOMOMNYHNX 3aXBOPOBaHb. 3arasioM micna 1-2 pokis
NiKyBaHHA aucdgarisa 4oXoAuTb [0 TakKoro CTaHy, WO acnipauis Ginblue He TpanIseTbCes.
ToMy HakfagaHHA racTpoCTOMW MPOTArOM LbOro Mepiogy € Cnpasai  PATIBHUM.
HeBponoriyHi XBopi 3 BUPaKEHOH [AUCKOOPAMHALUIED MatoTb MiABULLEHNIA PU3KK
HeLLLaCHUX BUMNaKiB.

MayieHTV i3 NCuxXiaTpUYHUMKU CUMMTOMaMW IHOAI MatOTb CWIbHY [erpecito |
cyiumpanbHi igei. Pazom 3 TUM MU Mann NMLIE OAMH BMNaAoK, KON XBOPUIA i3 XBOPO6HO
BinbcoHa X0TiB MOKIHYMTK 3 COBOLO, Ta 1 TOW MaB CKOpiLle AeMOHCTPATUBHUIA XapaKTep.

4.3. TpaHcnnaHTauisa neviHku

AK yxe Oyno CckasaHO, LWOAO XBOPUX 3 MNEYiHKOBOK HeAOCTaTHICTIO Chif
BU3HAYUTK, KW HANPAMOK NiKYBaHHA € 415 HAX HaWNinwmMMm - KOHCepBaTUBHa Tepanis
4yn TpaHcniaHTauisd nediHkW. Kputepil, HeoOXigHI 4nA Takoro aHanisy, nofjaHo B
Tabnuuax 3A i B. MNauieHTV 3 BKKUM CTyrNeHeM He[OCTaTHOCTI 3a3BMyail noTpedyoThb
onepavii, i3 Nerkum cepegHim - hapmakotepanii. Tam e NogaHo A0AAaTKOBUIA KpUTEpIid
- NPOrHOCTUYHWIA iHAeKC Helsepa. AKWO KinbKiCcTb 6aniB 3a LWKanow Helizepa
CTaHOBUTL 6 i MeHLLIe, XBOPUIA MOXeE T Ha Tepanii neHiuuiaMiHOM, SKLLO 7 Ta BULLE -
Hi. | Xxoua BaaBanoca NnikyeBaTu KOMOIHALE UMHKY | TPIEHTUHY NaLieHTIB i3 KibKICTHO
6anis 9, BMLLEe3rafaHi AUPEKTUBN € NOMIYHUMM Y 3arasibHOMEANYHINA NPaKTULL.

3aranbHOBU3HaHI  AMPEKTUBK, Hanpuknag, wkana Cill-Turcoine-P/li, 6ynmn
po3p06/IeHi ANS MOLWMPEHMX | YacTO HEBUJTIKOBHMX 3axBOpoBaHb. XBopoba BinbcoHa -
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€lMHa y CBOEMY POAI BWIKOBHA NATOMOrifA, 1 M KOHCEpBaTMBHY Tepanito, Harnpukiag,
3anporioHoBaHy B Tabnuusax 3A i B, cnij 3actocoByBatu HabaraTo LmpLLe.

LLle ogMH MOMEHT, Npo KWl Tpeba cKasaTw, - TpaHCNJaHTauis MeyiHKK 415
XBOPOrO 3 HEBPOJSIOTIYHMMKM MposiBaMKU  XBOpPOOW. J[J0 Hel BAaBaTUCH He Chif.
3acTocyBaHHA cneumdivyHUX npenapaTtiB-xenaTiB MOXe [JaTh Takuil camuil edekT 3a
MEHLLY LjiHY, 3 Kpawumu npodinem 6e3neku i 4OBroTepMiHOBUM MPOrHO30M.

5. Pestome

AKTYya/lbHUIA Ornsf 30CepepKyeTbCA Ha NiKyBaHHI XBOpo6w BinbcoHa. KnouosuMm
MOMEHTOM Y HbOMY € BMOIp cneyudivyHoro npenapaty (4n npenapatiB) A4ns pisHUX
cTagi Ta (hopM 3axBOpOBaHHA. JlikapsM He Cnif BUKOPUCTOBYBATU $K CepefHWK
MepLworo psagy neHiyunamiH. [Jns Mno4aTKOBOrO JiiKyBaHHA nauieHTa 3 MeyYiHKOBOH)
HeAOCTaTHICTIO Ha (POHI OCHOBHOI XBOPOOW MU PEKOMEH/IYEMO KOMOIHALiKO TPIEHTUHY Ta
UMHKY, NpU  Helpo-ncuxiaTpUuyHMX nposBax - TeTpartiomoniégar i uuHK. [pu
BIACYTHOCTI MepLioro MeguKaMeHTOM Apyroro pagy Crae avwe  uuHK.  [ns
nigTpymytoyoi  Tepanii  (3a3BMyai  Yepes 2-4  micaui  nicns  iHiyianbHOY), Y
6e3CUMNTOMHMX XBOPUX, BariTHWX Jiikamy [pyroro BUOOPY 3aIULIAKOTBCA LMHK |
TPiEHTUH. PekoMeHZauii 3 MOHITOPUHIY e(eKTUBHOCTI |1 6e3neku hapmakoTepanii
nofaHo Buule. TpaHchnaHTauisa neyiHKM mae OyTW 3acTocOBaHa JfiMLIE Y XBOPMUX i3
BXKOK MeYiHKOBOK HEeAOCTATHICTIO, A0 Hei HIKOAW He cnif BAasatucs B pasi
HEBPONOriYHNX (HOPM XBOPOOMU.

NITEPATYPA

1 Ala A, Walker AP, Ashkan K, Dooley JS, Schilsky ML. Wilson's disease. Lancet.
2007 Feb 3;369(9559):397-408.

2. Brewer GJ. Zinc and tetrathiomolybdate for the treatment of Wilson's disease and
the potential efficacy of anticopper therapy in a wide variety of diseases.
Metallomics. 2009; 1(3): 199-206.

3. Butterworth RF. Metal toxicity, liver disease and neurodegeneration. Neurotox
Res. 2010 Jul;18(1):100-5.

4. Kodama H, Fujisawa C, Bhadhprasit W. Pathology, clinical features and
treatments of congenital copper metabolic disorders-focus on neurologic aspects.
Brain Dev. 2011 Mar;33(3):243-51.

5 Lorincz MT. Neurologic Wilson's disease. Ann N Y Acad Sci. 2010
Jan; 1184:173-87.

6. Medici V, Rossaro L, Stumiolo GC. Wilson disease-a practical approach to
diagnosis, treatment and follow-up. Dig Liver Dis. 2007 Jul;39(7):601-9.

7. Merle U, Stremmel W, Encke J. Perspectives for gene therapy of Wilson disease.
Curr Gene Ther. 2007 Jun;7(3):217-20.

8. Moini M, Mistry P, Schilsky ML. Liver transplantation for inherited metabolic
disorders of the liver. Curr Opin Organ Transplant. 2010 Jun;15(3):269-76.

9. Pfeiffer RP. Wilson's disease. Handb Clin Neurol. 2011; 100:681-7009.

10. Schilsky ML. Wilson disease: current status and the future. Biochimie. 2009
Oct;91(10):1278-81.

34



11. Walshe JM. Monitoring copper in Wilson's disease. Adv Clin Chem. 2010;50:151-
63.

12. Wiggelinkhuizen M, Tilanus ME, Bollen CW, Houwen RH. Systematic review:
clinical efficacy of chelator agents and zinc in the initial treatment of Wilson
disease. Aliment Pharmacol Ther. 2009 May 1;29(9):947-58.

FO.M. MAHNLUKO, C.C. JIOSNHCbKA,
1.O.®1J/IbHAT OBA
MUKOJTA MUXANIOBMY AMOCOB
TA OO ®1/710CODIA 340POBOIO CMOCOBY XXUTTA
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Academician N.M. Amosov
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YdacHukn V Pecrny6/iKaHCbKOI
KOHepeHLii
“BonpocbI 1eroyuHom Xupyprmn”
(/lbBiB, 18.10.1968 p.)

HWXKHIW ps a: npod. M.AMOCOB,
npodp. H.IMepacmveHko,
npo. M. MepenbmMaH
BepxHiii psaa: gou, [. Babnsk,
ac. P. Opay, gou. 1. MiTiok,
ac. B. Mony6ueHko

OpHoMy 3 aBTOpIB L€l CTaTTi MowacTuno He nvwe 6Gaunty onepauii M.M.
AwmMocoBa y 1966 p. cnyxaTtu oro ny6niyni nekuii (Kuis, J1bBiB), ane pa3omM 3 Koneramm
Kadhedpn TopakasibHOT Xipyprii Ta aHecTesionorii J/IbBIBCbKOro [AepXXaBHOro MeauMyHOro
IHCTUTYTY 6e3nocepefHbO cninkKyeatuca ynpogosx 1966-1970 pp. nig Yac BiggiavH
JTbBIBCbKOT KNiHIKWM BuAaTHUM Xipyprom. [lig 4ac OAHIEl 3ycTpidi B KAiHiUi 6yno
3p06/1eHo Ue oTo.

CborogHi, konn Mwukonu Mwuxainnosmya AMOCOBa BXe Hemae i Ana 6Garatbox
NOfeR, AKi CTanm Ha WASX Mi3HaHHA, HeoOXiAHi BWCOKI [yXOBHi OpieEHTUpPU Ta
36epeXkeHHs1 CnaWwmHN BEIMYHOrO CyyYacHMKa. Biggatn gaHuWHy MOro TBOPYOCTI, Oro
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