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Po0oua rpyna 3 aganrauii KJI1iHiYHOI HACTAHOBH

Hersxxenko Bacunb
3axapoBu4

Jlimmmmua Onena
MuxaiiiiBHa

baka Oxena
MuxaiiiBHa

BnoBuuenko
Banepiit [BanoBUY
['opoBenko Hatamis
['puropiBHa
3akpeBcbka OseHa

BanentuniBHA

JloOanens Hartamisg
BanepiiBaa

Manunpka Asia
[TaBmiBHA

Mamxamii Enina
['eopriiBHa

3aBijyBad Kadenpu MmporeaeBTUKN BHYTPIMIHIX XBopoO Nel

HarionansHoro METUYHOTO YHIBEPCUTETY iMeHi1
0.0. boromonbrs  akagemik HAMH Vkpainu, a.M.H.,
npodecop, TOJIOBHUM MO3aIITaTHUM CriemiagicT

MOQO3 VYkpainu 31 cnemianbHocTi «Tepamisy;

nupexkTop JlenapraMeHTy cTaHaapTH3alli MEIUYHUX MTOCTYT
JlepxaBHOTO miAnpHeEMCTBA «JlepkaBHUM  €KCIIEPTHHMA
neHTp MiHicTepcTBa OXOPOHH 37I0POB’S YKpaiHW», CT.H.C.,
K.M.H.;

3aBiJlyBau racTPOEHTEPOJIOTIYHOTO BIJIJICHHS JIIKAPHI IS
BueHUX HaiionanbHOT akaemii HayKk YKpaiHu;

npodecop kadenpu Tepamnii Nel 1 MeIUUHOI A1arHOCTUKU
JIbBiBCcbKOTO HalioHaabHOTO MEIUYHOTO YHIBEPCUTETY
iMeH1 [Jauna anuimpkoro, 1.M.H., mpodecop;

3aBiJyBa4 raCTPOCHTEPOJIOTIYHOTO BIIUICHHS JIIKApH1 JJIs
BueHMX HarioHanpHOT akaemii Hayk YKpaiHu;

JKap-TacTPOSHTEPOIIOT KominansHoi YCTaHOBU
«/lHimponeTpoBchka Michbka TmomikiiHiKa  Nedy  JIOP
(M. {HIIpONETPOBCHK), K.M.H.;

acucTteHT Kadenpu kiiHIYHOI (apmamii  [lepkaBHOrO
BUILIOT'O HaByaJdbHOro  3akiany  «TepHOMIbChKUN
nep>KaBHUAN MEINYHUAN YHIBEpCUTET IMeH1
[.4. T'opOaueBcbkoro MiHicTepCTBa OXOPOHH  370pPOB’S

Ykpaian», K.M.H., Ipodecop;

rojoBuuii Jikap KomyHanbHOro 3akiamy «XepcoHCbKa
MiCbKa KJIiHIYHa JlikapHs imeH1 Kapabenemay,

aCUCTEHT Kadeapu MPOIEAEBTUKN BHYTPIIIHBOT MEAUIIMHU
Ne 2 HarioHalbHOTO MEIMYHOTO YHIBEPCUTETY 1MEHI
0O.0. boromoJblid, K.M.H.;



MaptuHiok
Bonogumup
FOpiiioBuu

Martoxa Jlapuca
denopiBHa

Omitinuk Onekcanap
IBaHOBHY

Camoranscbka OsieHa
CBreHiBHA

Cypmuiio Mukoia
MukoiiaiioBu4

®deni Onexcanap
IBanOBHUY

Xapuenko Haramnis
B’sguecnaBiBHa

Yaban Tersina
Bononumupisaa
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IUPEKTOp YKpPaiHCBKOTO MEIUWYHOTrO LEHTPY peadimiTarii
JiTe 3 OpraHiYHMMHM YPaKCHHSIMH HEPBOBOi CHCTEMHU
MO3 Vxkpainu, 3aBigyBau kadeaporo AUTSIU0T HEBPOJIOTii Ta
MeJIMKO-colllayibHOT peadumitamii HarioHanbHOI MeaU4HOI
akagemii micasaurioMHoi ocBitd  imeHi [LJI. Ilynuka,
K.M.H., JOILIEHT, TOJOBHUNA  MO3AIITATHUH CIIEIAJIICT
MOQO3 VYkpainu 31 cneniagabHOCTI «J[uTsaua HeBpOJIOTisy;

3aBigyBad Kadeapu CiIMEWHOI MEAWIIMHU Ta aMOyJIaTOPHO-
MOJIKJIIHIYHOT Jonomord HarloHaiapHOT MEIMYHOT akaaemil
micnsgauuioMmaoi  ociti  imeni  [LJI. [llynuka, a.M.H.,
npodecop, TOJIOBHUM MO3aIITaTHAMN CHeniagicT
MO3 Vkpainu 31 choemiajbHOCTI «3arajibHa MPAKTUKA -
ciMeliHa MeTUIIMHAY,

JOLCHT Ka(i)e,[lpl/l IMPOIICACBTUKHU 3aH0piBBKOF O ACPKAaBHOI'O
MCAHUYHOI'O YHiBepCI/ITeTy, K.M.H., JOICHT,

3aBigyBad kadenpu KIiHIYHOI (apmamii JlepkaBHOTO
BUIIOIO  HaBuyajbHOro  3akiaany  «TepHomuibChkuid
nep>KaBHAN MEINYHUAN YHIBEpCUTET IMEHI1

[.4. l'opOaueBcbkoro MiHicTepcTBa OXOPOHH  3I0POB’S
Ykpainm»;

JoleHT Kadenpu Tepanii, (izioTepamii, KypopTOJIOTii 1
npodnarosorii Jlep:kaBHOTO 3akiiany «3amnopizbka MeIUYHA
aKajeMis MICISIUIUIOMHOI OCBITH MiHiCTepCTBa OXOpPOHU
30pOB’s YKpaiHW», K.M.H., IOLICHT;

3aBigyBau Kadeapu BHYTPIIIHBOI MeIUIMHU Buimoro
JeP>KaBHOTO HaBYaJIbHOTO 3aKJIaay Ykpainu
«BbyKOBUHCHKUY  JIep)KaBHUN MEIUYHUN  YHIBEPCHUTETY,
I.M.H., Ipodecop;

3aBilyBauy Kadeapu racTpoeHTepoJiorii, JI€ToJorii 1
ennockorii HamonansHOT akageMii HiCIAIUIIIOMHOI OCBITH
imen1 [LJI. lynuka, unen-kopecnonnenr HAMH VYkpainu,
I.M.H., Tpodecop, TOJOBHUN MO3AINTATHUN CIHEIlaIicT
MO3 VYkpainu 31 cienialibHOCTI «I acTpOEHTEpOIIOT1sN;

npodecop kadeapu iHekiHHUX XBOopoO Omechkoro
HAI[IOHATBPHOTO  MEIWYHOTO  YHIBEpCUTETy,  J.M.H.,

mpodecop;
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[Manpin Oner 3aBiAyBad BIJAUTYy TpoOJieM XapuyBaHHS Ta COMATHYHUX

['ennaaiioBuy 3aXBOPIOBaHb JiTe€H paHHBbOro BIKY Jlep’kaBHOI yCTaHOBHU
«lHCTHUTYT  TemiaTpii, aKymepcTtBa 1  TIHEKOJIOTii
HAMH Vkpaiuw», A.M.H., TOJOBHUW  IO3alITaTHUI
cremiamict MO3 Vkpainun 31 cnemiaibHOCTI  «/[uTsaua
racTPOEHTEPOJIOT IS,

[[lep6bunina Mapuaa  mpodecop kadenpu KiiHIYHOT TaOOPATOPHOI MIaTHOCTHUKU
Bbopucisna JIHIIPONETPOBCHKOTO HAIIOHATBHOTO YHIBEPCUTETY 1MEHI
Onmnecs ['onvapa, 1.M.H., ipodecop.

MeToanuHuii cynposia Ta inpopmaniiiHe 3a0e3neyeHH

['opox €Breniii HaualbHUK  Bigginy  sSKocTi  MEOU4YHOI  JOTIOMOTHM  Ta

JleoninoBu4 iHpopMaiiHUX ~ TexHojdorid  JlepskaBHOro  miANpPUEMCTBA
«/lepxaBHUI eKkcriepTHUM LEHTp MIiHICTEpCTBA OXOPOHH
310pOB’s YKpaiHmW», K.T.H.;

MeJpHUK HayaJdbHUK  Bimminmy  goka3oBoi  meaunuHu  Jlep>kaBHOTO
€Brexis nignpueMcTBa «JlepaBHuil excriepTHUM LEeHTp MiHicTepcTBa
OnekcaHapiBHA  OXOPOHU 37I0POB’sl YKpaiHW»;

Mirenb 3aBiJlyBau CEKTOPY €KOHOMIYHOI OIlIHKM MEAUYHUX TEXHOJIOT1i
Onexcanap Jlep>kaBHOTO MIANPUEMCTBA «Jlep>kKaBHUI EKCHEPTHHM LIEHTP
BononumupoBuy  MiHiCTepCTBa OXOPOHU 310pPOB’ S Y KpaiHU»;

[[unkina OneHa  HadaJbHUK Bigaily MeETOAWYHOTO 3a0e3MedyeHHsT HOBITHIX

OnekcaHapiBHA  TEXHOJOTIH y cdepli OXOpoHH 310poB’s  Jlep:kaBHOro
nignpueMcTBa «JlepaBHUil ekcrniepTHUM LeHTp MiHicTepcTBa
OXOpOHH 370POB’s1 YKpaiHm».

Jep:xaBunii ekcneptauii neHTp MO3 Ykpainu € wieHoM

Guidelines International Network \ﬁeﬂﬂf%
(MixxHapoHa Mepeka HaCTaHOB) ¢ b‘f.
L) z
3 ()
3
“YOm 1 A

ADAPTE (®paniiis)
(MixxHapoaHUI NPOEKT 3 ajanTauii KIIHIYHUX HACTAHOB)

” ADAPTE
»



Penenzentn

AnoxiHa ['aiunaa
AHaToiBHA

Hopodeer Anapiit
Enyapnosuu

npodecop Kadeapu  racTpoeHTeposiorii,  aieronorii i
enockormii HamoHanpHOT MeAMYHOT akaaeMil NiCIsIIUIIIOMHOL
ocBitu iM. IL.JI. lllynuka, 3aciny>kenuit sikap YKpaiHu, 1.M.H.;

npodecop  kadeapu  BHYTpimHBbOI  MmeaunHu  Nel
HarmionansHoro MEJIUYHOTO YHIBEPCUTETY iMeHi1
O.0. boromonbId, 1.M.H.

JlaTa HACTYNHOTO NeperJisily a1anToBaHol KJIiHiYHOi HacTaHoBu: 2019 pik
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HNEPEJIIK CKOPOYEHb

aJlanTOBaHa KJIiHIYHA HaCTaHOBA

ajaHiHaMiHOTpaHcepasa

acnaptaramiHopaHcdepasa

aMOHi# TeTpaTioMomioatT

BEpPXHS Me&Ka HOPMHU

KOMIT IoTepHa ToMorpadis

Mar"iTHO-pe30HaHCHa ToMorpadis

OpPTOTOMIYHA TPAHCIUIAHTALIIA TEYIHKU

paHA0MI30BaHe KIIIHIYHE JOCITIHKCHHS

TpaHCIUIAHTAIIiS TIeYIHKU

TeTpaTioMoIioaaT

xBopoOa Binscona

[IEHTpaJIbHa HEPBOBA CUCTEMA

IIPO3 MEUIHKU

1epyJIoIIa3MiH

ITUTYHKOBO-KHIIIKOBUH TPaKT

American Association for the Study of Liver Diseases (miep. 3 aHri.,
AMepHKaHChKa acoliallisi 3 BUBUCHHS 3aXBOPIOBAHb MMEUIHKH)
Clinical Practice Guidelines (mep. 3 aHri., KIiHIYHA TPaKTUYHA
HACTaHOBA)

European Association for the Study of the Liver (mep. 3 anrum.,
€Bporneiicbka acoliailisi 3 BUBUCHHS MIEUIHKH )

The Grades of Recommendation, Assessment, Development, and
Evaluation (mep. 3 anri., Cucrema mkaim peKOMEHJAIlIN, OIIHKH,
PO3pOOKH Ta PO3BHUTKY)
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MMEPEIMOBA MVYJIbTUINCIHUIIJIIHAPHOI POBOYOI TPYVIIM 3
AJTATITAILIT KJIHIYHOI HACTAHOBU. CUHTE3 JAHUX

Jlany anmanroBaHy KimiHiuHy HactaHoBYy (AKH) po3pobneno mist momomoru
JKapsIM Ta IHIIUM TpaliBHUKaM cepu OXOPOHU 3JI0POB’S B MUTAHHAX J1arHOCTHKU
Ta JIIKyBaHHS MAaIli€HTIB 13 XBOpoOoto BinbcoHa. Po3risHyTi 6a30B1 JOKYMEHTI 111010
BEJICHHS MamieHTiB 13 XxBopoboro Binscona: EASL Clinical Practice Guidelines
(CPG): Wilson’s disease (2012) [1] ra AASLD Practice guidelines: Diagnosis and
Treatment of Wilson Disease: An Update (2008) [2]. Li nokymenTH OyJid cXBaJIeH1
Ta MPEACTABIAIOTH MO3UIT BIMOBIIHO €BPOIEHCHKOI acoriallli 3 BUBUCHHS MMEUIHKU
(anrn. European Association for the Study of the Liver — EASL) ta AmepukaHchKoi
acoriarlii 3 BHBYCHHS 3aXBOpIOBaHb medinku (aHri. Association for the Study of
Liver Diseases — AASLD). Orxe, Bepcii CPG mpoBigHux oprasisaiiii CBITy 3
npo0JieM 3aXBOPIOBAHb MEUIHKUA OYyJM aJanToOBaHl JJIi CUCTEMU OXOPOHU 370POB’S
VYkpainu ta € niarpyHtsam ganoi AKH.

Koxny i3 Bkazanux Bumie CPG Oyno miaroTroBieHO 3a CHCTEMaTHYHUMU
ornsaamu Jitepatypu Medline (PubMed Bepcist), Embase (ianor Bepcisa) ta 6a3u
nanux Cochrane Library i3 3arayiibHor0 rmuouHo0 nomyky 3 1966 o 2012 pik. Tomy
nocwianHs 6a3oBux CPG wacTo 30iraroThcsi. BpaxoByrouu 1ie, B MEPIIMMA MM1APO3/LT
nokaxxynka Jyirepatypu nanoi AKH BBiiinuiM HalOuIbIl akTyalbHI Ha ChOTOJIHI
nocuianHs 3 000X CPG; B rekcti AKH BoHM 3a3HaueH1 B KBaJIpaTHUX JTy)KKaX.

Pazom 3 mmm, npu amanrtanii CPG poGodoro rpymoro OyB MpoBeIeHUN
BIIMOBIAHUN TIOIIYK 1 aHadi3 HEMIOJAaBHO OMMYyOJIIKOBAaHOI TEMAaTHYHOI CBITOBOI
JITEpaTypH, Ha MiJICTaBl YOTO BUKOPUCTAHO JOAATKOBY Cy4yacHy iHOpMAIIiio, SKY
PO3MIIIEHO Y KOMEHTapsix A0 TekcTy. LI mocuyiaHHs MICTUTh APYTUW MiAPO3ILT
nokaxyuka jgiteparypu n1aHoi AKH; BoHM Bka3zaHi B TEKCTI KOMEHTapiB B OKPYTIUX
JTy’KKaX.

Tpetiil migpO3AUT MOKAKYMKA JITEpaTypHu CKIaAaloTh MOCUJIAHHS HA CTaTTI 3
OMKMCOM KJIIHIYHUX BHUIAJKIB XBopoOu Binbcona. Ha mi craTTi HEmMae BKa3iBOK Y
TekcTi. BtiMm, pobOoua rpyma BBaxkajlia 3a HEOOXiJIHE HAaBECTH I1X B SIKOCTI
UTIOCTPaTUBHUX TPUKIAJIIB PI3HOMAHITHOCTI KIIHIYHOTO MEpediry Ta CKJIaJIHOIIIB
II0JI0 JIIaTHOCTUKHU Ta JIIKyBaHHS Takux XBopux. KoxHuil nikap 3a moTpedu JIerKo
3MOYKEe 3HAWTHU 1Iel Matepian y 610mioTer un Mepexi [HTepHer.

[Ipu apantarmii CPG poGodoro rpymor Oyno mpoaHami30BaHO MOKIMBOCTI
BUKOHAHHS B YKpaiHli HEOOXITHWUX JJIi MOCTaHOBKHM aiarHo3y XB maGopaTopHo-
IHCTPYMEHTAJIbHUX OOCTEXEHbB, JIaHl MPO PEECTPAIII0 MpenapaTiB Ta 1HII METOJH,
K1 HaJEXKUTh 3aCTOCOBYBaTu Juisl JiikyBaHHS XB. Ile BinoOpakeHO B KOMEHTapsx
BIAMOBIAHUX miApo3autiB cranoM Ha 01.07.2016 p.

3mict AKH «XBopob6a Binbcona», sika 3acHOBaHa Ha Joka3zax, OyB
obrosopenuit wieHamu ['O «YkpaiHcbka acolfiaiisi MO BUBUCHHIO 3aXBOPIOBAHb
MEUIHKW» Ta 3aTBEPKCHUN Ha 300pax Acorianii y BepecHi 2015 p.
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IIIKAJIA PIBHIB JOKA30BOCTI TA I'PAJIALIIT PEKOMEHJIALIIM

B CPG EASL ta AASLD BukopucTtano pi3Hi kiacudikariii piBHiB JOKa30BOCTI
BUXIIHMX JaHUX, a TakoX pi3Hl Kiacudikamii 1040 CHUIM BHUKIQJICHUX
pexomenpamiii. ¥ CPG EASL Bukopucrano cuctemy GRADE (the Grading of
Recommendations Assessment Development and Evaluation) [3], ii naBemeno B
Tabn. 1A. Y CPG AASLD [4, 5] xopuctyBanucs cucteMoro pekomenpaaiiiii (Tao0:.
1b), 3anmo3uueHo0 3 poOIT AMEPUKAHCHKOTO KOJEIKY KapJioiorii Ta MpaKTHKH
AMepHKaHCHKOT acomiarii cepis.

Ha >xanp, HEMaE KOTHOTO PAHIOMI30BAHOTO KOHTPOJIBOBAHOTO JOCIIIKEHHS
(PK/I), mpucssiaeroro xBopo0Oi BinbcoHa, sike Mano 6 mOTpiOHUI I BOTO 3aTyM.
TakuM 4MHOM, HEMOXKJIMBO BU3HATH BUCOKHUI YU HaBITh MOMIPHHUI PIBEHb TOYHOCTI
peKOMeHAaIlid 4yepe3 BIICYTHICTh JOKa30BOi 0Oa3u. JlaHui IOKYMEHT O0a3zyeTbCst
31e01IBIIOr0 Ha BEIUKIM KUIBKOCTI BHUNAAKIB XBOopoOM BinbcoHa, siki Oyno
3apeECTPOBAHO MPOTIATOM OCTaHHIX JecsATWiiTh. [IpoTe, ne 1e Oyra0 MOXKIHUBO,
HaBEJICHI JJaH1 TIPO KaTeropii HAYKOBHUX JaHUX Ta PEKOMEH/IAIIN.

Taouuusa 1A. Kareropii HaykoBux nanux 3a GRADE EASL

Crymisab Joka3oBicTb
I PKJ
-1 KonTponboBaHi gociikeHHs 6e3 paHmzoMizawii
-2 AHaJTITHYHI TOCHIPKEHHS B KOTOPTI 33 TUIIOM «BHITa/I0K-KOHTPOJIB)
-3 UYwcneHHi OCTiOBHI 3HAYYIIlI HEKOHTPOJIFOBaHI eKCIIEPUMEHTAIBHI JOCIIIKEHHS

11 BrcHOBKM BU3HAHHMX CIELIATICTIB, OIMMCOBA €I AEMIOJIOTIs

I'pananisi HAYKOBUX JaHUX

Jloka3oBicTh Omue

Bucoxkunii IMomanbliie AOCTIHKEHHS HAaBpsJ YM BIUIMHE Ha BIEBHEHICTH B e(EKTi, 10 A
piBeHB SKOCTI OLIIHIOETHCS

CepenHiii [MomaneIne nOCiHKEHHS MOKITBO Oye MaTH BaXXJTUBUH BIUIMB HA BICBHEHICTH B B
piBeHb SKOCTI e(eKTi, IO OIIHIOETHCS, Ta MOXKE 3MIHUTH OILIHKY TAHOTO €PEKTY

Husekuit pisens | [Nonanbiie gocnigkeHHs MOXIMBO OyJle MaTH BaXKIIMBUH BIUIMB HA BIIEBHEHICTH B C
SKOCTI e(eKTi, M0 OI[HIETHCS, Ta MPABIOMOMIOHO MOXE 3MIHHTH OIIHKY JIaHOTO

edexty. Byab-sika 3MiHa TaKOi OLIHKU € HEHA I HHOIO

Pexomenpamii

Baroma ®dakTopH, 0 BU3HAYAIOTH BATOMICTh pEKOMEH/IaIlii, BKJIFOYAIOTh CTYIiHb SKOCTI 1
JIOKa30BOCTi, HMOBIpHI Ba)KJIMBI JIJIs MAIli€EHTA HACIIJIKK Ta BapTiCTh

HeBaroma BapiaOenpHiCTP B TmepeBarax Ta 3HA4YCHHAX a0o Oijblla HEHaIiHHICTE. 2

PekomeHpariiss 3 MEHIIO HAMIMHICTIO, BHINOK BAapTICTIO YH BHUIIHM
CIIOXXHBaHHSM PECYpPCiB

Ta6anns 1b. Kateropii HaykoBux gannx 3a AASLD

Cryninp Onuc

Kinac I Curyariii, Ko € Toka3u 1a/ado 3arajibHe TOTOHKEHHS, [0 PEKOMEH I0BaHa MpoIelypa Yu
JKYBaHHS € IIIHHUMH, KOPUCHUMH Ta e(PeKTHBHUMH

Kiac I Cutyanii, Kkomm € cynepewinBi JaHi Ta/abo  PO3ODLKHICT AYMOK  IIOJO
KOPHUCTI/e)eKTUBHOCTI EBHOIT POLIEAYPH UM JIKYBaHHS

Kirac Ila Barowmi moka3u/IyMKu Ha KOPUCTh LIHHOCTI/€()eKTHBHOCTI

Kiac ITb MeHiire 10Ka3iB/AyMOK 100 IHHOCTI/€(heKTHBHOCTI
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Kuac III Curyarii, konu € Joka3u Ta/abo0 3arajbHE TOTO/PKCHHS, IO MPOLEAYPa/TiKyBaHHS HE €
KOPHUCHUMH/E(EKTHBHUMH Ta B JCSIKHX BHITIQJIKAX MOXXYTh 3aBJIaTH ITKOU

I'paganisi HAYKOBHX TaHUX

PiBenb Oruc

JIOKa30BOCTI

A Jani otpumani B uncnennnx PKJ] um B pesynprari MeTa-aHaIi3iB

B Hani otpumani B ogaomy PKJ] ab6o B HepaHIOMI30BaHHUX JTOCIIHKEHHSIX

C TiMbKM KOHCEHCYC BUCHOBKIB €KCIIEPTIB, BUMAKU 3 IPAKTHUKY, CTAHJIAPTH JIIKYBaHHS
BBenenns

XBopoba Binbcona (XB) € cnagkoBUM 3aXBOPIOBAHHSIM, IPH SKOMY Je(EKT
JKOBUHO1 €KCKpellli MiAl MpH3BOAUTH M0 il HAKOMHMYECHHS B OpraHi3Mi JIFOJWHHU,
TOJIOBHMM YHHOM, B TEYiHIIl ¥ TOJOBHOMY MO3KY, Ta PO3BUTKY KJIIHIYHUX IPOSBIB.
Ile BinOyBaeThcs BHacHigok myTarii reHa ATP7B nHa 13-iii xpomocomi [6]. V rewi
Wilson 6yno omucano Oimein HiK 500 pisHMX MyTamii, 3 skux 3HaueHHs 380-Tu
M1JITBEP/IP)KEHO B MaTOreHe31 11€1 XBOPOOH.

XB oxomioe He TUIBKM JIT€d 1 JOPOCIUX MOJOJOr0 BIKY; BOHA MOXE
NPOSBUTHCA B Oynb-skoMmy mepiofi »utts [/]. KiiHiuHA KapTHHA 3aXBOPIOBAHHS
HaJ3BUYallHO pi3HOMaHiTHA. Hailbinem TuUnoBMM € mosBa Kutens Kaifzepa-
Qiielilepa Ha JeCUEMETOBI MEMOpaH1 POTIBKH, YpaKEHHS MEYIHKH 3 (OpMYBaHHAM
uupo3y (LI1), HeBpoOriyHi Ta MCUXIYHI PO3JIaad, TOCTPl €Mi3041 reMOIII3y YacTo B
CIIOJIYY€HHI 3 TOCTPOIO MEUIHKOBOIO HEJOCTATHICTIO.

XB € reHerMyHUM 3aXBOPIOBaHHSIM, SIKE 3yCTPIUYA€ETHCA B YCbOMY CBITI Ta
BU3HAETHCS OUTBII YaCTO, HIXK JyMaH paHimie. YacToTa rerepo3uroTHOr0 HOCIHCTBA
MaToJIOTIYHOTO TeHy cTaHoBUTH 1 Ha 90-150 oci0, a mommpeHicTh 3a PO3paxyHKOM
cepel IOPOCIIUX TAIll€EHTIB 3 HEBPOJOTTYHUMH CUMIITOMaMHu ckiajgae 1 Ha 30 THC.
HaceneHHs [8, 9].

Komenmap pooéouoi epynu. XB, abo cenamoyepeopanvha oucmpois, €
AYmMoCOMHO-peYeCUSHUM CHAOKOBUM 3AX8OPIOGAHHIM 3 NPOZPECYIOYUM nepedicom ma
HAuoOIbul MunoBUMU NpPOAGAMU Y 6UTAO0I CHOJVYEHHS XPOHIUHO20 YVPAXHCEHHs
neyinKu (2enamum, yupos) i 0e2eHepamusHux 3MiH 3 OOKY YEHMPAlbHOI Hep8oeoi
cucmemu (L{HC).

XB € oonieto 3 Hatibinbu 8ioomux gopm namonoii 0ominy mioi. Lle piokicHuti
NPUKIA0 CNnAoK0B8020 3A4XBOPIOGAHHA, O SIKO20 pPO3POONEHI BUCOKOEePEeKMUBHI
Memoou JIKYBAHHA: HABIMb NPU BAICKUX HEBPONOIUHUX NPOABAX CUCMEMAMUYHE
JUKYBAHHA, 3A36Udall, MA€ NOZUMUBHUU egekm, mauxce 00 3HUKHEHHS 6CIiX
cumnmomie abo pizkoeo ix 3meHwenHs. Ilayiecumu nosepmaioms coyianvHull
cmamyc: 3H08Y MOJNCYMb NOGHICMIO 00CNy208y8amu cede, 8UUmMUcs, npaylosamu 3a
npogeciero, cmeopumu cim'ro ma napooumu oumuny. Ceocuactne posniznaeanus XB
ma nocmitiHa mepanis MarOmov GejluKe 3HAUeHHs, OCKLIbKU Oe3 NIKY8aHHs nayicHmu
3a624c0U NepedvacHo cUHYmby.

V 36'a3ky 3 yum, nikapro HeoOXiOHO OoKIACmMU MAKCUMYM 3YCUlb  OJis
CB0EUACHO20 0IACHO3) MA NOYAMKY A0eK8AMHOI mepanii.

bacamo nixapie esaxcaroms XB Oyoice piOKICHUM 3GXBOPHOBAHHAM I, 5K
npasuio, He 8paAxo8yIOmMy ii 8 ougepeHyianbHill 0iacHOCMUYL 3aX80PIOBAHL NEUIHKU.
B llenmpi meouunoi cmamucmuxu MO3 YVkpainu ogiyitinuti o61ik XB ne sedembcs.
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Ilpome 3a Oanumu OKpemux 00CHIONCEHb Y CMAYIOHAPAX 2ACMPOEeHMepOoN02IUHO20
npoghinio uacmka XB ceped nayienmié 3 XPOHIUHUM YPANCEHHAM NEUIHKU MOdiCe

oocsieamu 7% (1).

Kainiuni oco0mmBocCTi

XB mae pi3HOMaHITHI BapiaHTH KJIIHIYHMX IPOSIBIB, K1 HaBeaeHl B Tabm. 2.
Haii6inpmn TumnoBi o3Haku XB MoB’s13aH1 3 ypa)KeHHSIM MMEUIHKKA a00 HEBPOJOTTUYHUMU
Ta TMCHUXIATPUYHUMH pO3JIafjaMHu. XBOpi, SKI HE MalOTh CHUMIITOMIB, HalJacTilie
BUSIBJISIIOTHCS B XO/I1 CIMEHHOTO CKPHHIHTY.

Ta6auus 2. Tunosi KiiHiuni nposiBu xBopoou Bisibcona [2]

IMevinkoBgi * bescumnToMHa remaromeranis
* [3011p0BaHa cTTIEHOMETATTiS
* CTiliKe MABUIIICHHS aKTUBHOCTI aMiHOTpaHc(epa3 CUpOBaTKU
* CreaTo3 MeviHKH
* ['ocTpuii renaTut
* [lepeOir moaiOHMI 10 AyTOIMyHHOTO T'eTIaTUTY
o [1I1: komieHCOBaHUi 200 JCKOMIICHCOBAHUI
* ['ocTpa meyiHkoBa HETOCTATHICTH
HespoJioriuni * PyxoBi nopy1ieHHs (TpeMop, MUMOBLIbHI PyXH)
» CriuHOTEYa, TU3apTpis
e Purigga nucronis
* [IceBnoOynp0apHuUii mapaiia
* BereraTtuBHa nucToHIs
* MirpenemnoaiOH1 roi0BHI 60711
* be3coHHs
* JIucTOHIYHI aTaKu
IlcnxiaTpuyni * Jlenipecis
* HeBpoTruHa moBeaiHKa
* 3MiHM 0COOUCTOCTI
* [Icuxo3
Inwi cucremu * Ouni: kinelg Kaiizepa-®dneiiiepa, karapakta 3a THIIOM «COHSIITHUKA
e [lIxipHi: OnaKUTHI JIYHKH Y HIFTHOBOT'O JIOXKA
* HupkoBi nopymieHHs: aMiHOAIMlypis, HIPKOBOKaMsiHa XBopoOa
* CKeJIeTHI aHOMAJIii: epeYacHUi OCTE0NOpPO3 Ta apTPUT
* Kapniomionatisi, aputMmist
* [TankpeaTur
* ['imonapaTupeos
* [lopymieHHsI MEHCTPYaTbHOTO IIUKITY; O€3IUTI /15, IOBTOPHI BUKHIHI

Komenmap pooéouoi epynu. Kniniuni npossu 3anesxcams 8i0 Chi@8IOHOULEHHS
akymyaayii Mioi 6 mux uu iHwux opearax. Budinsioms acumnmomamuyry gopmy,
aboominanvhy (Xporiunuti eenamum, L{II, pyrominanmuuii eenamum), yepeopaibHy
ma 3mMIUan).

3a ocmannivu oanumu 8 65% eunaoxie XB manihecmye ypasxiceHHAM neyinku,
npu  yboMy 6 OiLIbwocmi nayicHmie 3 JHcoOBMAHUYEr0 ma AOOOMIHANLHUM
ouckomghopmom, Ha2adydu 20Cmputi 8ipYCHULL 2enamum, wo 00YMOBIIOE NepeuUHHe
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36epnennsi 00 inghekyionicma. Ocobaugo yacmo ye cnocmepiearomv y PAHHLOMY
oumsyomy siyi. Y 60% nayicnmis pazom 3 iHWUMU NPOAGAMU MAE Micye HAOPAKOBULL
CUHOPOM, HA SAKULL He 36epmaromsv HanedcHoi yeaeu. Hesponociuna cumnmomamuxa
ma 2emopaziuHuil CuHOpom 6 Oebromi po3susaromuvca 6ionogiono 6 30 i 35%
sunaokie (2).

lliocmynnicmo XB nonsieae 6 momy, wo 6 psadi 6unadkié CUuMnmomu
3AXB0PI0BAHHS MOJCYMb 3HUKHYMU CAMOCMINUHO 3 MUMYACOBUM KAIHIKO-0I0XIMIYHUM
NONINUEHHAM, WO MOJCe GUABUMUCS NPUYUHOIO NOMUTIKOBOI OIA2HOCMUKU [HUIO20
3aX680pI0BANHS (OUB. ONUCU KITHIYHUX BUNAOKIB Y CIMAMMSAX, HABEOEHUX Y NOKANCUUKY
nimepamypu).

Bix manigpecmauii 3axeoprosannsa. B Oinbmiocti Bunaakie XB MaHidecTye B
Billl BiA 5 10 35 pokiB. BepXHbOIO BIKOBOIO MEXEIO Ui po3risay XB BBakarTh
40 pokis. IIpote cumnromu XB MOXYTh IPOSBUTHUCS B OYIb-SKOMY TMEPIOM1 KUTTS
mronunu. Haiimonoamomy mariienty 3 III1 BHacmimok XB 6yno 3 poku [10]. Ha
neOT 3axBoproBaHHs Ticis 40 pokiB JOBOAMTHCSA OnmM3bko 3% marieHTtiB [7].
Haiicrapii narieHTy 3 BHeplie 3apeecTpoBaHUMH 03HakamMu XB Oy Ha BOCBMOMY
necstky [11, 12].

Komenmap pooouoi epynu. Heobxiono seeprymu yeaey, wo XB € 6iace Ha
MOMEHM HAPOONCEHHS, ajle KIIHIYHI CUMNMOMU 00 S-piuHO020 8IK) BUHUKAIOMb 8KPALL
pioko. ¥ munosux sunaokax XB maHigpecmye 6 nionimko8omy uu IOHAYbKOM) Giy.

Kinvya Kaiizepa-®neiimepa. BaxiBoro KIIHIYHOIO O3HakKow XB € kbl
Kaitzepa-®neiimepa. Ileit ¢denomen cnoctepiraiotb y 95% maifieHTiB 3
HEBPOJIOTIYHMMH CHMIITOMaMH Ta y OUTBIIOI MOJIOBUHU mMalieHTiB 0e3 Hux [13]. V
JiTed 3 ypaKeHHSIMH TediHKM BHacHimok XB kimbig Kaitzepa-®neiimepa, sk
npaBuio, BiacyTHi [14]. Kinbus Kaiizepa-®neiiepa cipuyuHeH! HaKOMHMYECHHSIM
MiJIl B JieclieMeToBI MeMOpaHi poriBku. BoHu, sk npaBwio, He OJOKYIOTh OaueHHS.
Ix inenTu(ikyloTh TecTOM i3 IIJIMHHOIO Nammolo. IIpoTe BOHM He € CYTO
cneruiuauMu 111 XB, OCKUIbKM MOXYTh OyTH Yy TMAalli€HTIB 3 XPOHIYHUMH
XOJIECTATUYHUMU 3aXBOPIOBAHHSAMM, B T.4. Y JITEH 3 HEOHATAIIBHUM XOJIECTa30M.

[Hmm odramepMosnorivni 3MiHK € OUThIn pinkicHuMU. [le karapakrta 3a TUTIOM
«COHSIIHUKA» BHACHIJIOK BIAKIAAEHHS MiJl B IEHTPI KPUINTAJIWKA, II0 TaKOXK
BHSIBIISIIOTH 32 JIOTIOMOTOXO IITIJIMHHOIL JIammu [15].

Kinbus  Kaiizepa-@uneiiiiepa Ta «COHSAIIHUKOBA» KaTapakTa MOCTYIOBO
3HUKAIOTh 3 €(PEKTUBHUM JIIKYBaHHS a00 MICHs TpaHCIUIAHTAIlll MeYiHKU; MIBUIKICTD
3HUKHEHHS LIUX YTBOPEHb HE KOPEIIOE 31 3HUKHEHHSIM KIIIHIYHUX TPosBiB XB.

Komenmap pooouoi epynu. Kinvya Katizepa-Dnetiwepa € HakonuueHHAM Mioi
Y 6uenaoi niemenmayii 3010MUCMO-KOPUUHEB020 Ma 3eJ1eH020 KObopy No nepugepii
PO2IBKU OKa, Wo 8i00ysacmvca npakmuuyno ooHoudacHo 3 ypasxceuusm L[HC. Taxi
3MIHU MOXCYMb 6ymu abo y 8u2nadi 3aMKHYmMO20 Kilbys YU Kilbysl, sike hopMyEmubcs
nigdyeamu, abo Hasimev y uensioi mouok «Ha 6 ma 12 cooumaxy. Oz2nnd pocisku
npo800ams 0008'13K080 34 OONOMO20H0 WIIUHHOL TAMNU.
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Kinvysa Katizepa-@netiwepa 3 ’sa6nsaomocsi 0ocums nizHo. Bonu maroms micye y
Oinbuwocmi nayicHmie 3 HeBPONOTYHUMU NOPYUWEHHAMU Ma Juuie V mpemuHu — 3
i301b08anuMu neyinkogumu nposeamu (3).

Biocymnicmo xineyv Katizepa-@netiuepa ne suxiiouae diacno3 XB, nHagimo y
NayieHmie 3 NepeeadCHO HeBPOJOTYHUMU CUMNIMOMAMU.

Xponiunuii 2enamum i yupo3 neuinku. Y Oarathox mnailieHTiB 3 XB
BUSIBIIIIOTh O3HAKM XPOHIYHOI XBOpOOWM meuiHKH. Taki Mali€eHTd MOXYTh MaTu
130JIbOBaHy CIIGHOMETANII0 BHACIIIOK KIiHIYHO mpuxoBanoro LI 3 moptanbHOIO
rineprensiero. B minomy cumntomu npu XB He BIAPI3HSIIOTHCS BiJ CHMITOMIB
XPOHIYHOTO ypaXE€HHS TICYIHKA 1HIIOI  eTiojorii  (KOBTSHUIlA, CIIAOKICTh,
abmoMiHanbHUK AuckoMpopT Tomo). OTxe, 70 AudEepeHLIaTbHOrO A1arHo3y MpH
3’scyBaHHI eTioiorii renatuty/L{I1 HeoOxiaHO OpaTH 10 yBaru MOKJIMBE MOPYLIECHHS
MeTaboiizmMy MiAl Ta BuUKIouaTH XB, ocobmuBo y xBopux momoamie 40 pokiB.
YacToTy pi3HHMX KIIHIYHMX CHUMITOMIB y TAIl€HTIB 3 XB 3 MPOBITHUM YypaKeHHIM
neyinku auB. y Ta6m. 3.

KiiniuHO MOBENEHO, 10 O3HAKW YpPa)KEHHS IEYIHKHM MOXYTh BUIEPEIKaTH
HEBpoJIOTi4HI TposiBU Ha 10 pokiB, Ta OUIBIIICTh TAIIEHTIB 3 HEBPOJIOTTYHUMHU
CUMIITOMaMH MalOTh 3MiHU MEYIHKH.

J1e6roT 3aXBOPIOBAHHS MEYIHKU MOXKE OYTH PI3HMM — BiJi ACUMITOMATUYHOTO
nepeOiry (peecTpyroThes TUIBKH 3MiHHM 010XIMIYHHX MEYiHKOBHX IMOKa3HHKIB) 10 LII1
3 yciMa HOro yCKJIaJHEHHSIMU.

Tabauusa 3. YacTtora KIIHIYHMX CHMNTOMIB y maui€HTiB 3 XBopo6oio Biibcona 3 npoBinnum
ypa:keHHsIM medinku [1]

ABRBTOD, KpaiHa, Walshe, Stremmel etal., Schilsky etal.,  Scottetal., Ferenci,

[mocunanns] Benuko- Himeuunna [17] CILHA [18] Benuko- Asgcrpis [20]
OpuTanis [16] Opuranis [19]

KinbkicTh BUMAagKiB 87 B.H. 20* 17* 30

ypaxkeHHs nevinku (i3 (>250) (51) (320) (45) (64)

3arajabHOI KIJTBKOCTI)

HasBHI cumnToMu

KoBTsaHuis, 44 14 15 41 37
BIZICYTHICTb ameTury,

6mroBaHHs (%)

Acumnt/uabdpsiku (%) 26 14 50 24 23
Kposoreua 3 6 10 6 3
BapHUKO3HO-
posuirpenux BeH (%)
Temopariunuii miates 8 3
(%)
Temoutiz (%) 20 10 5 10
I'emaTomeraist/ 16 49 15 29 17
cruieHomeralis (%)
TocTpa mevinkoBa B.H. B.H. B.H. B.H. 17
HemocTaTHICTB (%)
BincyTtHicTh 18 5 23
CHMITTOMIB (%)

IIpum.:

*
Tinbxu BUINAJKHU 3 HASIBHUM XPOHIYHUM I'€IIATUTOM,
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*%*
MigBuenns piBas AJIT npu nmpoBeneHHS PyTHHHUX Ja0OPaTOPHUX AOCIIUKEHb, BUNaakoBe BusiBieHHs LIT abo

kineup Kaiizepa-®ueiiniepa; B.H. - BiToMOCTeil HEMae.

Komenmap pooouoi epynu. Ocobugy eacy nompioHo Haoasamu npoeeoeHHIO
ougepenyitinoi  diacnocmuyi XB ma aymoimynunozo eenamumy. Ilpu 060x
3AXBOPIOBAHHAX MONCIUBO BUABIEHHS 2eNamOCHIeHOMe2aNii, NIOBUUEHHS DIGHs
3a2anbHo20 OinKa, y-2n00yniHi8, iMyHoenooyniny G, HaseHicmb a8MOAHMUMIN 8
HU3bKUX MUMPAax npu 8i0CymHocmi mapkepis gipycHux cenamumis. Lle € niocmasoro
0J151 NOCMAHOBKU NOMUTIKOBO20 OIACHO3Y AYMOIMYHHO20 2enamumy.

T'ocmpa neuinkosa nedocmamuicmey énaciiook XB € HalBa)XYUM MUTaAHHSAM
nmiarHocTuku. Ockimpku [l HasBHUN y Oimemocti BumaakiB XB Ha MOMEHT
KJIIHIYHOT MaHi(pecTalii y BUIJIAl TOCTPOrO IenaTuTy, nepedir 3aXBOPIOBAHHS CTa€
(GyJIbMIHAHTHUM 3 PO3BUTKOM IE€YIHKOBOI Ta HHUPKOBOI HEIOCTAaTHOCTI, SKi, 3a
BIJICYTHOCTI JIIKyBaHHs, B 95% mnpu3Bonare o cMepti. XB cknagae 6-12% ycix
MAaIi€HTIB 3 TOCTPOIO TMEUIHKOBOIO HEIOCTATHICTIO, SIKI TIEPEHECIH EKCTPEHY
TpaHCILIaHTaIio nedinku [21, 22].

['octpa meuyiHkoBa HEJAOCTATHICTh BHACHIAOK XB pO3BUBAETHCS MEPEBAKHO Y
MOJIOJIUX JKIHOK (CIiBBIIHOIICHHS >KiHKW/49omoBiku Bix 2:1 mo 4:1) [23]. Toctpi
MPOSIBY 31 MIBUIAKUM TOTIPIICHHSIM CTaHY MOYTh TaKOXK BUHUKATH B MAIIEHTIB, SIKi
OTPUMYBAJIH JIIKYBaHHS 3 puBoAYy XB, aje moTiM NpUnuHWIM MPURoOM BIAMOBIIHUX
npenapatiB [21]. Ilimo3pa Ha roctpuii mepebir XB BumpaBgaHa y MAaIli€EHTIB
MOJIOJIOTO BIKY 3 Ba)KKOKO >KOBTSIHUIICIO, HU3bKUM T€MOTJI001HOM, HU3bKUM pPiBHEM
XOJIIHECTEpa3Hu, MPHU TMOMIPHO 3OUIBIICHUX TOKa3HUKaX TpaHCaMiHa3 1 HU3BKOMY
piBHI JyxHOI ocharazu [22].

[ToeqnanHsi CHiBBIAHOIIEHb TMOKAa3HMKIB JYyKHOiI ¢ocdarazu (MO/n) 1o
3arajgpbHOro OuTpyOiHy (Mr/mn) menme 4 (iHaekc JykHa ¢ocdaTasza/3araibHHUM
oinipy6in < 4) ta ACT go AJIT oumbme 2,2 (ingekc ACT/AJIT > 2,2) BUSBUIIO
JIarHOCTUYHY YyTIuBiCTh Ta creuudiunicts 100% [24]. 3BuduaitHi IiarHOCTHYHI
napametpu XB (uiepyiomiasmiH, MiJlb CHPOBAaTKH KPOBI UM MiJb y C€Yl) € MEHII
qyTIuBUMHU Ta cruerudigaumu [24]. [iarHo3 Moxe OyTH IIATBEPKEHUM O10IICI€r0
MEYIHKHU, SIKIIO II€ MOXJIMBO, a00, NpHHANMHI, AOCIIDKEHHSIM OpraHy Iicis
TpaHCIUTaHTaIlli (BMICT Mijli B TapeHXIMI MEYIHKH, aHali3 MyTallii). BctanoBineHHs
niarHo3y XB HaBiTh micisi cMepTI MarlieHTa BaXKJIMBE 711 BUSHAYEHHS HEOOX1THOCTI
CKpPHUHIHTY cepejl OpaTiB 4u CECTep XBOPOTO, SIKI HE MAlOTh CUMIITOMIB.

I'emoniz. KymOc-HeratBHa reMoJIiTUYHA aHEMIsI MOXKe OYTH €IMHUM MEPIIUM
cumntomoM XB. Ilpore, 3a3BUuaii, TemMoJ1i3 aCOIIOETHCS 3 BAXKKUM 3aXBOPIOBAHHSIM
nevyiHkyd. Po3majn meyiHKoBUX KIIITUH MOXKE NMPUBECTU O BUKUIY BEJIMKOI KIJTBKOCTI
JNIETIOHOBAHOI MIJl, IO JOJATKOBO IIOCHIIOE TE€MOJI3. 3a JaHHUMH OJHOTO
JTOCTKeHHsT reMoi3 OyB y 25 3 220 BumaakiB (12%); B 1UX MaIiEHTIB reMoJi3
CIIOCTEpIraiy y BapiaHTax OJHOPA30BOI0 rOCTPOro €mi30Ay, peKYpEHTHOTO mepeodiry
Ta y BUIJISIII XPOHIYHOTO JIAaTEHTHOTO Tiepediry [25]. V mocmimkenni 283 SHMOHCHKUX
naiieHTiB 3 XB TiIbKK TPO€ Maliu IPOSBU TOCTPOro remMoi3y [26]. UBepTh maiieHTiB
3 MPOSBAMH YKOBTSIHHIII TAKOXK MaJId T€MOTi3.



15

['ocTpe 3axBOproBaHHS MEYIHKK Ta T€MOJI3 SK MPOBIAHI CUMITOMH MOXYTb
BUABUTHUCS IIiJ] 9ac MOJIOTiB, iMiTyroun cunapom HELLP! [27].

BBaxkaroTph, 1m0 Jeski MamieHTd 3 jgiarHo3oM XB, sSki Mamu KOpPOTKOYacHi
€mi30[lM HE3 SCOBAHOI KOBTSHHUIIl B AaHAMHE31, MOXJIMBO, MEPEKWIN €Mi30/11
remosi3y [28]. [omipauii reMoiti3 Moke OyTH MPHU JATCHTHOMY YPaK€HHI MMEeYiHKU
npu XB. IlIBuake mMoripimieHHsS CTaHy IMPH T'e€MOJI31 MOXKE IMPUBECTH IO TOCTPOL
IMEYIHKOBOI HEIOCTATHOCTI.

Komenmap pooéouoi zpynu. Kymbc-neeamusna cemonimuyna avemis npu XB
Ha mJi ypaxcenHs nedinku nposensiemocs 6 10-15% eunaokis. Ilpu yvomy nposeu
anemii Modcyms Oymu K ROMIPHUMU, MAK [ 8ANCKUMU BHACTIIOOK NOBMOPHUX KPU3IE.
Kpim moeo, nosmophi enizoou cemonimuynux Kpu3ie npu3goosims 00 PO3EUMKY
HCOBYUHOKAM 5IHOI X80pobu. Kameni smiwanoco muny ymeopeti consimu Oinipyoiny i
Xonecmepumy.

Heeponoziuni nposasu. XB Moxe po3MoYaTUCS OJTHUM 13 BapiaHTIB IIUPOKOTO
CHEKTPY HEBPOJOTIYHUX, MOBEJIHKOBUX YM MCHUXIYHUX po3NafiB. [HOmI Taki 3MiHH
PO3BUBAIOTHCS OJTHOYACHO 3 MEYIHKOBUMM O3HAKaMU ab0 MOXYThb 3’SIBUTHCS 4yepes3
KUJIbKa POKIB TICHs 1€0I0TY ypaK€HHS MEeYIHKHU.

YactuHa mnarfieHTiB 0araro pokiB Ma€ HEMOMITHUN Mepedir HEeBPOJOTIYHUX
CHUMIITOMIB, y PEIITH BOHH MOXXYTh PO3BHHYTHCS AY)K€ LIBUAKO, IPU3BOASIYN UEpe3
KUJIbKa MICSIIIB /10 TIOBHOI HEMPAaIe3/JaTHOCTI JIFOAUHHU.

HeBponoriudi cuMnTomMu  KIacu(PikyroTb sK 1) aKIHETUYHO-PUTIIHUN
CUHAPOM, MOJI0HUN 10 xBopoOu IlapkiHCOHa; 2) MCEBAOCKIEPO3 3 MEPEBAKAHHAM
TpeMopy; 3) artakcito; Ta 4) JAUCTOHIYHMNA CHUHApPOM. Y 0araThbOX BHITaKaX
HEBPOJIOTIYHI O3HAKM BAXKO KJacu(IKyBaTH yepe3 Te, M0 MAlI€HTH YacTO MalTh
OUIBIII HIXK OJTHE TIOPYIICHHS, PU IbOMY KOKHE 3 PI3HUM CTYIIEHEM BaXKKOCTI.

Tpemop xapakTepusyeThCcsi TPYOUMH, HEPETYISIPHUMU KOJTUBAIBHUMHU pyXamMu
B MMPOKCUMAJILHUX BIJJIIaX BEPXHIX KIHIIIBOK MOAIOHO 0 «TPINOTIHHS Kpui». Moxke
MOTIPIIUTHUCS TTOYepK 3 GopMyBaHHIM Mikporpadii moai6Ho 1o xBopoobu [lapkincona
(3aHaJTO 3MEHIIICHI 32 PO3MIPOM Ta HIUTHHO PO3TAIIOBaHI OYKBH).

Po3noBcromkeHUMI € MOTOPHI TOPYIICHHS 13 3aly4eHHSIM CTPYKTYp
rOJOBHOTO MO3KY. KIHIYHO i€ 3yMOBIIIOE AU3apTpit0 Maixke a0 adoHii, Ska MOXe
OyTH MO30YKOBOIO 200 €KCTpamipaMiJIHOI0, CIMHOTEYY Ta IUCTOHII0 POTOTJIOTKH. [0
TUIIOBUX MPOSBIB BIAHOCITH MPUMYCOBI TPUMACH, BIJIKPUTY IIEJENy Ta BiJBiA I'yOu.
3MIHM XapakTepy MOBHM Ta CIMHOT€YAa YacTO € PaHHIMH HEBPOJOTTYHUMHU
CUMIITOMaMH.

JIucToH1s MOXKEe OYyTH MICIIEBOIO, CETMEHTApHOIO a00 JTyKe BaXKKOIO 33 Y4aCTHO
BCIX YaCTUH TUla Ta MPU3BOAMTH OO CTIMKMX KOHTPAaKTyp. MOXyTh OyTH
MIPE/ICTABIICHI TOJIOBHI 00JI1 32 TUTIOM MIrpeHi Ta O€3COHHS; OJTHAK CYJOMH PiIKICHI.

! HELLP-cunapom - BaXKe YCKJIAJHEHHs BariTHOCTi, SKe BHUHMKAE YACTillE B TPETHOMY TPUMECTPi Ta
XapaKTepU3yeThCsl TPiaJol0 CUMIITOMIB: TI'€MOJI30M, IIJBUIICHHSIM IEYIHKOBUX (DEPMEHTIB, 3HIKEHHSM piBHS
tpombormriB. Ha3sy HELLP-cunapom nicraB Bix anrmidicekoi aOpesiatypu: H (hemolysis), EL (elevated liver
enzimes), LP (low platelet count)
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Buxmiouennss XB mnorpeOye Tpemopo-puriiHuii cuuApoM (“IOBEHUIbHUN
napkiaconizm™) [29-30]. Uepe3 3pocTarody CKIAIHICTh Y KOHTPOJI PyXiB abo
MPOTPECUBHY JAWCTOHIIO TMAlllEHTH CTAalOTh NPUKYTUMHU 10 JIDKKAa Ta HE3JaTHI
obOciyroByBaTu cebe. BoHM 3HAXOIAThCS B CBIJIOMOCTI, ajie HE B 3M031 TOBOPUTH. Y
MaIi€HTIB 3 TPOTPECYIOYHMM 3aXBOPIOBAHHSAM TEYIHKM HEBPOJIOTIYHI CHUMITOMH
MOXYTh OYTH MMOMMJIKOBO TPHIHSTI 32 0O3HAKH NIEYIHKOBOI eHIledaonarii.

Komenmap pooéouoi zpynu. Illpubnuzno y 40-50% xeopux 3 namenmHum
nepebicom ypasicenns nedinku XB nposenisemovcsa He8ponio2iuHO0 CUMRIMOMAMUKON,
AK npasuno, Ha 2-3-my Odecamunimmi scumms. Y nayienmis 3 L[, wo euxiuxanutil
XB, ncuxonespono2iuHi CUMNMOMU MONCYMb OYymMu BUKIUKAHI AOO MOKCUYHICTNIO
MiOi, abo MemaboNYHUMU HACTIOKAMU Ne4iHK08oi HedocmamHuocmi. Ha 8iominy 6i0
nevinKkosoi enyegharonamii npu Hesponociunit hopmi XB ceidomicmv nayicnmis He
NOPYUYEMBCS, OOMIHYIOMb NIpaAMiodivHi 03HAKu ma mioknouyc. Tpemop, 6 m.u.
muny acmepikc, ma iHwi KAIHIYHI CUMRIMOMU MOJICYMb OYymMuU NPUCYMHIMU 8 000X
namonociuHux cmaumax i oysce cxooici. Ilpome Oemani Hesponociunoi oyiHku, a
MaKkodc 000amKo8i 0OCMENCeHHS T MONCYMb O00noMocmu 8 OugepeHyianvhiil
oiacnocmuyi (4).

I cuxiampuuni poznaou. IlommpeHUMH € TTOBEIIHKOBI Ta IICUX19HI CUMITTOMH,
AKl Yy TPETUHU MAI€EHTIB MNEPEIyIOTh HEBPOJOTIYHUM ab0 MEYIHKOBUM MpOsiBaM. Y
nited 3 XB 3HWKY€ETbCS YCHINIHICTh HABYAHHA Yy IIKOJI, CHOCTEPIralOThCA 3MIHU
XapakTepy, IMIYJbCUBHICTh, JAOIBHICTh HACTPOIO, CEKCYaJIbHUM EKCTiOIIIOHI3M 1
HeajekBaTHa moBeainka [31, 32]. L{i cuMnTOMH 4acTO MOMHIKOBO PO3IIHIOKOTH SK
po0IeMu MOBEAIHKH, OB’ s13aH1 3 MyOepTaTHUM MEP10JIOM.

Y nmonme crapmioro BIKY TOpsiA 3 TOBEIIHKOBUMHM 3MIiHAMM TICUXI14HI
OCOOJIMBOCTI HAraayrTh IMapaHowo, Mmu30¢peHito. I[HII TcuxiaTpUyuHI MPOSBU
BKJIIOUYAIOTh B ceOe Jemnpecito, HECIOKIM 1 HaBiTh MCHX03. Pa3oM 3 MM y Talli€eHTIB
HaBITh 3 BUPAKCHUMH MPOSBAMHU KOTHITHBHA (DYHKIiS MOTipIIyeThess He3HadHo [33].

[lcuxiaTpuuHi po3iaau 4acTO 3aTPUMYIOTH JlarHOCTUKY XB, Hampukiaa, B
OJIHOMY BHMAJIKy Takuil mepioj TpuBaB 12 pokiB [34]. [lamienTu 3 ncuxiaTpuuHUMU
CUMIITOMAaMU MOXXYTh MaTH OJIHOYACHO CHUMIITOMH YpPaKEHHS TII€UIHKH, ajie Y
OUTBIIIOCTI  MAIIEHTIB TICYIHKOBI TMOPYIICHHS  BUSBIAIOTH 32  JOMOMOTOIO
Ja00paTOPHUX JOCTIIKEHBb Ta/ab0 1THCTPYMEHTAILHUX METO/IIB Bi3yaizallii MeuiHKy,
piamie — npu Oiorncii opraHy. BiM3bKO MOJOBUMHU MAI€EHTIB MalOTh BHUPAKEHUUN
¢16po3 abo LII. Ilpore o3HaKM 3aXBOPIOBaHHS MEYIHKM MOXYTh OYTH 30BCIM
BIJICYTHI HaBiTh y Oiontati [35].

Komenmap pooouoi epynu. 3a ananizom 6asu naykosux oanux Ovid,
Psychinfo, CINHAL i PubMed (3 mpasns 1946 p. no mpasenv 2012 p.)
niomeepoIceHo, Wo NCUXIAmMPUYH NPOSBU € 8A2OMOI0 YACMUHOIO KIIHIYHOI KApMUHU
XB ma moocymv npossramucsa Ha 06yov-axomy emani xeopoou. 30-40% nayicnmis
Marmo CUMAMOMU 3MIHU NCUXIKU 6 MOMeHm nocmanosku odiaznosy, a 20%
JKylombcs y ncuxiampie 00 oiacnocmuxu XB. [lowupenicmv pi3HUX NCUXIUHUX
po3nadie npu XB 3HauHO KOAUBAEMbCA, HANPUKILAO, OENPECUBHI PO31a0U CKIA0AIOMb
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4-47%, ncuxo3 - 1,4-11,3%. Jesaxi ecenni mymayii ATP7B xopenoioms 3 negHumu
pucamu ocobucmocmi. AKwo ncuxiampuyni CUMnmMomMu nepedysaiu nediHkogum abo
HeB8PONI0IYHUM, CEPEOHIll 4ac MIdC iX BUHUKHEHHAM ma 6CMAHOBIeHHAM JiacHo3y XB
docsieas 864,3 onie. Omowce, oebrom XB y euensaoi ncuxiampuynux po3nadie 6e3 s6Hux
NEeYIHKOBUX ab0 HeBPONOSIUHUX CUMNIMOMIE Yacmo 6ede 00 BCMAHOGIEeHHS
nOMUIK06020 odiazcnosy (5).

Inwi Kkniniyni nposeu. J1o MEHII MOIIMPEHUX MPOSBIB BITHOCATH TITaHTHU3M
(MaKpOCOMiIo) TlyHATH3M, HUPKOBI aHOMAJTIi, B T.4. aMiﬂoaqu[ypi}o Ta HedpodiTias,
rinepKaabplidypilo Ta He(prKanLuHHos [36, 37], xapaiomionarito [38], miomarito
[39], xoHnpokansiuHO3 1 octeoaptput [40], rinomaparupeo3 [41], mankpeatut [42],
Oe3mutiaas abo moBTopHI BUKKIHI [43].

Komenmap pobouoi epynu. Jlo uucia piokicHux nouamxogux cumnmomie XB
(0o 1%) eionocamb namonoziio cepys, HUPOK, WKIpU, KiCIMKO80-M 5130801 cucmemu,
npu ybomy 80HU, OYOYYU MOKCUYHUMU 30 NOXOOHCEHHAM, 0008'13K080 NOEOHYIOMbCS
3 ypasicennsm neuinku (6).

Heobxiono 6pamu 0o ysaeu cynymue ypasicenus Hupox npu XB, wo nos'szano
3 GNAUBOM HAOIUWIKY MIOI HA NpoKcumanvHi kaumanvyi. Cnexkmp myOyiapHuUx
ouc@yHKyill Pi3HOMAHIMHUL 80 NIOBUUEHHS eKCKpeyil ceu080i Kuciomu 3 cevero 00
Gopmysanns cunopomy DankoHi 3 aMiHOAUUOYPIEID, HUPKOBUM KAHATbYEBUM
ayuoo3oM, 210KO3YpIcio i eleKkmpoaimuumuy nopywenuamu. Ilopywenns exckpeyii
eneKmpoimie Moxce npu3eoo0uUmu 00 HepoKaAILYUHO3).

3a ocmanuimu docnioxcenuamu XB Hepo3pusHo nos’sizana 3 0eminepanizayieio
kicmok. Lle € Hacniokom xonecmamuyHo2o CUHOPOMY ma mpueano2o NiKyeawus D-
neniyunamirnom (7).

Metoau pniarHocTuxku. BceranoBnenHs niarHody XB rpyHTyeThcs Ha
KOMITJIEKCHIM OIlIHIII JaHUX CIMEMHOTO aHaMHe3y, OO €KTUBHOTO OISy Ta
pE3yNbTATIB JTA0OPATOPHO-IHCTPYMEHTAIBHOTO OOCTEXKECHHSI.

Cepen  1mabopaTOpHO-THCTPYMEHTAJIBHUX  METOJIB  MepIi  Miclsd  3a
aKTyaJIbHICTIO TOCIIal0Th BUsIBICHHS Kutenb Kaitzepa-duneiimepa 3a J0MOMOTOIO
IIUTMHHOI JIAMITH Ta JIA0OPAaTOPHI TECTH 3 BUSHAUCHHSM IEPYJIOTUIa3MiHY CUPOBATKH
KpOBi, J100OBOI EeKCKpelii MiJll 3 ceuel, «BUIBHOI» MiJl B CHPOBATIl KpPOBI,
KOHIIGHTpaIlii MiJl B TKaHWHI TmeviHiil. OcCTaHHIM TEeCT BBaXXalOTh 30J0THUM
cTangapTom aiarHoctTuku XB. Xoua nepepaxoBaHi BUILE AOCTIIKEHHS BIIHOCSITH JI0
PYTHHHHX, *OJIHE 3 HUX HE € MaTOTHOMOHIYHUM 151 XB (Tadn. 4).

Jlns miaTBepKeHHs JiarHo3y XB, 3a3Buuaii, TIOCTaTHHO BUSBICHHS pPa3oM
kitenb Kaitzepa-@uelimepa Ta HU3BKOTO PIBHA CHPOBATKOBOTO IEPYIOILIA3MIHY
(amxue 0,1 v/m). B iHmmx cutyanisx excrieptu EASL pekoMeHayI0Th CKOPUCTATUCS
OalbHOI0 CHUCTEMOIO0 JiarHOCTHKM XB (T1abn. 5), mo Oyma mnpuiinsra Ha 8-i
Mixuapoaniii  koHpepenmii, mnpucssuenii XB  (Jledinmur, 2001) [44-45].
JliarTHOCTUYHUN aNTOpUTM, KUK 0a3yeThcs Ha I OanbHINM CHCTeMi J1arHOCTUKH
XB, nus. na puc. 1. Ilizxoau 1o aiarHoctuku XB npu HeyTOYHEH 1 XBOPOO1 MEUiHKH
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Ta B TAIIEHTIB 3 HEBPOJOTIYHMMH a0o/Ta TICUXIYHUMH po3jagamMu 3 4u 0e3
3aXBOPIOBAHHS MCYIHKH, HABEJCHO Ha puUC. 2 Ta 3.

Komenmap pooéouoi zpynu. 3a nopisHAHHAM pe3ynibmamis 1abopamopHux
mecmis 3 OAHUMU AMOMHOI abcopoOyilinoi cnekmpomempii Oionmamie neviHKu
nayienmis 3 XB 3 6u3HaueHHAM KOHYeHmpayii Mioi niomeepodiceHo, wo Yymiusicms
BU3HAYEHHS 8 CUPOBamyi KpoGi emicmy Midi ma yepyroniasminy, 000060i ekckpeyii
MIOi 3 ceuero, sussnenns Kineysv Kauszepa-Dneuwepa cmanosums 8ionogiono 83, 83,

531 44% (8).

Taoauus 4. PyruHHi 1a60paTopHi 10CTiIzKeHHS 1/ TiarHOCTHKH XBopoou Bisibcona [1]

IToxa3nux Tunosuii pe3yapTaT XnOHOHEraTUBHUI XnOHOMO3UTHBHUN
pe3ysbTar pe3yJIbTaT
Lepyomna3min 3amxenHs Ha 50% HopmanbeHuii piBeHb IPH aKTHBHOMY Hwuskwuii piBeHb:
CHPOBATKH KPOBI BiJl HIKHBOT MEXi 3armasbHOMY IPOIIEC] B MIEHiHIII MaueabcopOrrist
HOpMU 3aBUILEHUN IOKa3HUK MTPH AtnepyoriasmMiHeMis

JloboBa exckpenist
Mijii 3 cedero

«BinpHa» Minb
CHPOBATKH KPOBI

KonmenTpartist mizmi
B MapeHXiMi eYiHKU

Kinsipst Kaiizepa-
Odrneitepa, 1m0
BHUSBJIEHI

3a TOTIOMOT OO0
I[ITAHHOT JIAMITH

> 1,6 MKMOITB/24 TOJ
> (0,64 MkMOJIB/24
rOJ y JIiTel

> 1,6 MKMOJIB/JT

> 4 MKMOJIB/T CyXoi
MacH

Hassni

IMYHOJIOTIYHOMY aHai31

BaritHicts

JlikyBaHHS €CTPOTeHAMH

VY niteit 6e3 3aXBOPIOBAHHS MEYIHKH
HenpasunbeHuii 30ip cedi

HopmanbHuii piBeHb, SIKIIO
[epyJIOINIa3MiH i ABUICHUN TIPH
IMYHOJIOTIYHOMY aHai31

[pu micueBux 3MiHaX

y HALi€HTIB 3 aKTHBHUM 3aXBOPIOBaHHS
MEYiHKH,

y MAIiEHTIB 3 By3JIaMHU pereHeparii
BincytHi

y Maibke 50% mNalieHTiB 3 IEYIHKOBOIO
topmoro XB,

y OUIBIIOCTI PiIHUX OpaTiB Ta cectep 3
ACMMTOMAaTHYHHUM TIepedirom

l'ereposuroTHmii BapiaHT

I'enaronentonsspHuit
HEKPO3

Xonecras
3abpynHeHHs 3pa3ka
ceui

XomnecTaTU4HI CHHIPOMH

[epBunHMIT OimiapHUi
P03

Taoauus 5. Cucrema migpaxyHKy 0aJjiiB J1Jis1 1iarHOCTHKH XBOpoou Binbcona [44]

Tumosi KIiHIYHI CHMIITOMH Ta O3HAKH

THmi Tectn

Kimens Kaiizepa-®@uetimepa

KonuenTpariis Mizi B mapeHximi medinku (mpu

BiJICYyTHOCTI X0JI€CTa3y)

HasBHicTh 2 >5 x BMH (>4 MKMOJIB/T) 2
BincyTHicTh 0 0,8-4 MKMOJIL/T 1
Hespomnoriyai cummromu™* Hopwma (<0,8 MKkMOJIIB/T) -1
Baxkoro crynens 2 PonaniH-no3uTHBHI rpanyian* 1
Jlerkoro crynens 1 Mins cedi (TIpH BiICYTHOCTI TOCTPOTO TEIATHTY)
BincyrHicts 0 Hopma 0
Llepysomia3MiH CHpOBAaTKU KPOBi 1-2 x BMH 1
Hopwma (>0,2 r/m) 0 >2 x BMH 2
0,1-0,2 r/n 1 Hopwma, ane >5 x BMH nicns D-neninunaminy 2
<0,1 r/n 2 AHami3 MyTamnin
KymOc-HerarnBHa reMOIITHIHA aHEMis B nBox xpomocomax 4
HasBuicts 1 B oxHiit xpomocomi 1
BincyTtHicTh 0 MyrTaliiii He BUSBICHO 0
3AT'AJIbHA KUJIBKICTD BAJIIB OmiHka:

4 gy GinbIne
3

[linTBepmKEHHS AiarHO3Y

JliarHo3 MOXKJIMBHY, MOTPIOHE TOAATKOBE OOCTEIKEHHS
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2 9y MEHIIe JliarHo3 MamoWMOBIPHUIA

IIpum.: * V BUmanky BiICyTHBOTO KiJIbKICHOTO 3HAYEHHS KOHIIEHTPAIlii Mi/li B TKAHWHI TICUiHKH;
** a6o tumnosi 3MiHu ipu MPT ronoBrOTO MO3KY; BMH — BepxHs Mexa HOpMH.

TunoBi KJIiHIYHI CHMIITOMU
(excTpanipamigaibHi CAMITOMH,
kbl Kaiizepa-@mneiimiepa,
PiBEHb IEPYJIOIIa3MiHY)

0-1 6an 2-3 banmu >4 GamiB BcranoBienui
| S aiaruos
Exckpertis mizi Exckpertist mimi
3 CEUCHO 3 CEUCHO Axanis My'ra]_[i])'[
>1,6 MKMoIIB/100Y* >1,6 MmKMoIIB/100Y* i
2 myrTarii
v - )
... MKMOJIB/T
Konuenrpanis miji /
B MIAPCHXIMI TIEYIHKU | 1 myTanis

A <3 Gamnu
Hopwma un <4 Mxmoib/T j \

0 myTarrii

Puc. 1. liarHocTHYHMI aaropuT™M XBopoou Binbcona Ha miarpynri JleHnuu3bKoi cucreMu
nigpaxyHky 6aJjis [44]
[Tpum.: * V niteit moxxe OyTu 3Hm*keHa 10 0,64 MKMOJIb/ 100y
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HEYTOYHEHA XBOPOBA IIEYIHKH

HITH; 24-ropmara EKCKPELIA MIJI 3 CEHEIO*; OBCTEXXKEHHA 31 INIJIMHHOIO JIJAMIIOIO

Kinsusg KO
HasBHI
IITH < 20 mr / g
24-ToMHAA eKCKPETis

IIITH > 20 mr / qr
24-romHAA EKCKPEIis

Kinbug KO

HasIBHI

Kinsug KO
BiJICYTHI
IITH < 20 mr / g
24-romHAA EKCKPETis
Mimi 3 ceuero < 40MKr

Kinbug KO

BiJICYTHI

IITH <20 mr/ an
24-ronMHHEA EKCKpEITis
Mizi 3 ceqero > 40MKr

Mimi 3 cedero > 40MKT Mimi 3 ceuero > 40MKr

A 4

A 4 A 4

Bioricist meyiHKH 11

i i Biorcis nevinky nis
riCTOJIOrTYHOTO OIICis TIe I

Biorcis nevinku

. IS TICTOJIOTTYHOTO » BU3HAYCHHS
JIOCTIJIKEHHS Ta . . L.
. Lo OCITIDKEHHS KIJIBKOCTI MiJii
BU3HAUEHHS KUIBKOCTI Mifi Aoci JIPKOC A
> 250mkr / T < 250Mkr /T [Hmmit |, <50mMkr/T |
CyXOi Baru CyXoI Baru miarnos | CyXo01 Baru D

50-250 mxr /T

r

CyXOl Baru

| MOJIEKYJEAPHE |

"|  TECTYBAHHS | >250 Mkr /T |
CyXOil Baru D

A 4

,| JAIATHO3 xBopoOu Bibcona
BCTAHOBJIEHO

Puc. 2. ITixxix n0 giarnocTuku XBopoou BijibcoHa npyu HeyToOYHeHiil XBOpoOi nevinku [2]
[IpuM.: MOJEKyJIsSIpHE TECTYBaHHS O3HAuya€ IMIATBEP/HKEHHS TOMO3UTOTHOCTI MPOTITOM OJHIET
MyTallii 800 BU3HAYEHHs CKJIaJJOBUX JIBOX MYTalliif, 3'€JHaHOT FeTepO3UTOTHOCTI,

* nmepexoHaiTecs B aJleKBaTHOCTI 300py ceul;

nepepaxyHok B oguauii CB: ITH < 20 mr/an a6o 0,2 r/m;

24-roauHHAa eKcKperis Mifi 3 cedero >40 mk/meHs a6o 0,6 MKMOITB/ 100Y;

3BepHITh YyBary, mo jiana3oHu Hopmu i LIIH MoxyTb He3Ha4yHO BIJPIZHATUCH MIX
1abopaTopisiMH.

Ckopouenns: LITH — nepynomnasmin; KO — Kaitzep-Ouneiimep



HEBPOJIOT'TYHI ABO/TA IICUXIYHI PO3JIAIN3AXBOPIOBAHHS NIEYIHKHA

HITH; 24-ropmara EKCKPELIA MIAI 3 CEHEIO*; OBCTEXEHHA 31 INIJIMHHOIO JIAMITIOIO

Kineusg KO massHi
IIITH > 20 mr / g1
24-ronuHHa
eKCKpeIis Mii
3 ceuero > 40mkr

Kineus KO massHi
ITH <20 mr/ an
24-ronuHHa
eKCKpeIis Mii
3 ceuero > 40mkr

Kimprst KO BincyTHi
IIITH < 20 mr / mr
24-ronuHHa
EKCKpeIis Miji
3 ceuero > 40mKr

Kimprst KO BincyTHi
IIITH > 20 mr / g1
24-roguHHa
EKCKpeIis Miji
3 ceuero < 40MKr

Biorcis neuinky s
BU3HAYEHHS KIJIbKOCTI
MiIi Ta TICTOJIOTIYHOTO
OCITIHKEHHSA
v
MOJIEKYJISIPHE | v v v
TECTYBAHHAA > 250 Mkr /T 50-250 Mxr /T <50 MKr/T
CyXo01 Baru CyXoi Baru CyXo01 Baru
v v
N JIATHO3 XB P MOJIEKYJISIPHE
BCTAHOBJIEHO | TECTYBAHHJ
ﬂ‘ A
v > 250 MKr /T
—>| .
SIKIIIO HEBU3HAYEHO, CyXO1 Baru
0IOIICis TIEYIHKU IS
BHU3HA4YCHHS ~ 50-250 mxr/r
KUIBKOCTI Mizti Ta |  cyxoi Barn A 4
riCTOJIOrIYHOTO JIATHO3 XB
AOCTJHKCHHSA N <50 MKr/T .| BUKJIYEHO:
cyxoi Baru PO3IJISIZIAMUTE
THIIUIA

Puc. 3. Iliaxin no piarHocTukmu xBopodou Binbcona y mamieHTiB 3 HeBpoJIOriYHUMH ado/Ta
NCUXIYHUMH PO3JIaJaMH 3 Ui 0e3 3aXBOPIOBAHHS NMevyiHku [2]

[IpuMm.: MOJEKyJIsIpHE TECTYBaHHS O3HA4ya€ IMIATBEP/HKEHHS TOMO3UTOTHOCTI MPOTITOM OJHIET
MyTaIllii 800 BU3HAYEHHs CKJIaJJOBUX JIBOX MYTalliid, 3'€JHaHOI reTepO3UTOTHOCTI,

* mepekoHaiTecs B aIeKBaTHOCTI 300py cedl,

nepepaxyHok B oguauii CB: ITH < 20 mr/an a6o 0,2 r/m;

24-roauHHAa eKcKperis Mii 3 ceuero >40 mk/nerp a60 0,6 MKMOITB/100Y;

3BepHITh YyBary, mo jiana3oHu Hopmu ans LIIH MoXyTb He3HA4YHO BIJPI3HATUCH MIX
1abopaTopisiMH.

Cxopouenns: K® — Kaiizep-®neiimep

Bioximiuni «neuinkoeiy nokaznurku. He3anexHo Bl HAsSIBHOCTI CUMIITOMIB
npu XB mneuiHKoBiI TpaHcdepasu, sK HpaBUIO, aHOMaJbHI, 32 BUHSTKOM JiTeH
paHHBOTrO BiKy. B 6aratbox BUMaakax CTYyMiHb 30UIbIICHHS MEYIHKOBUX TpaHcdepas
He B1I00Opaxkae TSKKICTh YpaKCHHS OpraHy.
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Ceuosa kucioma cuposamku Kpogi. PiBeHb CE€YOBOi KHCIIOTH B CHPOBATII
KpoB1 MOxe OyTH 3MeHIIeHHd Ha ¢GoHi XB 3 nediHKoBUMH a00 HEBPOJOTTYHUMU
CUMIITOMaMH 4Yepe3 MOB’sI3aHl 3 HUMH JUCQPYHKIIT HUPKOBUX KaHAJBIIB (CHHIPOM
®dankoHi). /{oka3zu MPOrHOCTUYHOI HIHHOCTI I[bOTO MTOKAa3HUKA HEJOCTATHI.

Komenmap pooouoi epynu. Peghepenmni 3nauenms, MKMOIb/1L:

Yonosixu: 0o 420,0; cmapue 3a 65 poxis: 0o 500,0

Kinku: 0o 340,0

Himu:

1-4 muocua: oo 311,0

1-12 micayis: 0o 372,0

Cmapuwe 3a 1 pix: 00 362,0

Koediyienm nepepaxynuxy: mxmonv/n x 0,0168 = me/on

Iumepnpemauyisn _pe3yibmamig. MON*CYMb CHOCMEPIcAMUC  «XBULENOOIOHI»
Kpusi pieHs ceuosoi kuciomu — 000060 ab0 Ce30HHI KOIUBAHHS 6 OOHIEI I miei i
JIOOUHU. 3pPOCMAHHA PIBHSL CeH080i KUCIOMU MONCEe GUKIUKAMUCS eMOYIUHUM
cmpecom, [HMEeHCUBHUM (DI3UYHUM HABAHMAICEHHAM, MI3EPHUM XAPUYBAHHAM,
OJACUDIHHSM.

Iumepgepyioui _gaxmopu. Meoduxamenmu, wo niosuwyIOMsb: HIKOMUHOBA
Kucioma (8ucoxi 0osu), -aopenobioxamopu (ameHonon, NPonpaHonoi, HAO0LON™
MUMONOJL), KOPMUKOCEPOIOU (Npu 20CMpoMy 1etiK03i), YUKIOCNOPUH, OIA30KCUO™,
oiypemuku (ayemaszonamio, XJA0pmaniooH, emakpuHosa Kucioma, @ypocemio,
mia3uou, mpuammepen), eniHe@puH, emauons, emamoOymon, GeHomiazuHu,
Hopeninegpun, nipazunamio, cariyuramu (HU3bKi 003u), O0esaKi NPOMUNYXJIUHHI
npenapamu (acnapacinasa, YUCNIIAMUH, Xa0pamoyyul, ¢yoapabin,
2I0OpOKCUCEeYOB8UHA, 10apyOiyUH, MEXIOPEemamin™, 8iHKpUcmum), meoginin.

Meouxamenmu, wo 3HUNCYIOMb. ACKOPOIHOBA KUCIOMA, O-Memuidond,
AIONYPUHOT, AYEMUICATIYUO08A KUCIOMA, Oechepokcamin™, Kopmuxocmepoiou,
diemuncmunvoecmpon™,  enaranpun,  ibynpoghen,  iHOOMemayuH,  MAHIMOI,
npobeneyuo™, cnipoHOIAKMOH, 8ePaAnamil.

* Ha wuac niocomosku oanoi AKH 6 Yxpaini oani npenapamu me
3apeecmposani.

Hepynonnaszmin cuposamku kposi. llepynoria3smMiH € OCHOBHUM HOCIEM M/l
B KpoBi (B HOopMi g0 90% wmiji, 110 IUPKYIIIO€ B KPoBi). BiH MICTHTh IIICTh aTOMIB
M1/l Ha MOJIEKYJTy (XOJI0LEepyJIOIUIa3MiH), ajie MOKe OyTH MPUCYTHIM TIJIBKH B SIKOCTI
Oinka 6e3 mifi (amorepysIoria3MiH).

BumiproBaHHsI KOHIIEHTpallli LepyJIONIa3MiHy B CHPOBATI KPOBI MPOBOJSATH
3a JOMOMOIOI0 aHTUTLI abo eHzuMocnenupiuaux cyocrtpariB. O6uaBa 3acodu
BBXKAIOTh 3a PIBHO3HAYHI, TPOTE iMyHonorqui METOAM MOXYTh TOMHIKOBO
3aBUIIYBATH KOHIICHTPAI 0 uepynonnaleHy, OCKUIbKM HE BPAXOBYIOTh DPI3HUIIO
M1XK XOHOHprJ‘IOHJ’IaBMlHOM 1 anouepyJsormia3MiHOM. B cBoro depry, eH3UMHUI
aHali3, IPOBEACHUN Yy PI3HUX JIabopaTopisix, Ha/Jae KOJUBAHHS HIKHBOI T'PAHMUIIL
HOpMH Tiepyromiasminy mMix 0,15 1 0,2 r/n. [Ipu XB 3HaueHHs 1IbOTO MOKa3HUKA, K
npaBuio, Huwx4ae 0,1 /1.
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Lepynomna3min 11eHTUIKYETbCS K OUIOK TOCTpoi (pasu, TOMy TroCTpuid
3ananbHUN Tpoliec Oyab-sIKOi JoKajizalii, B T.4. ¥ B MEYiHII, MOXE MPU3BECTH J0
MJBUILIEHHS 3HAYEHHS Ooro noka3zHuka. KoHieHTpallis nepyiornia3MiHy IiIBUIIECHA
TaKOX IPU CTaHaX, MOB'SI3aHUX 3 TIEPECTPOreHEMIELO, SIK, HATPUKJIIA], BariTHICTh YU
MPUIIOM €CTPOTEHIB Ta JIEIKUX OPAIIbHUX KOHTPAICITHUBIB.

epynomna3sMiH 3a3BUYail 3HIKYETbCS Y TAIlIEHTIB 3 HEBPOJOTITYHUMHU
nposiBamu XB, anie Moxke OyTH B MeKax HOPMH MPHUOJIU3HO y MOJIOBUHM MAII€HTIB 3
aKTUBHUM TIepeOiroM XBopoOou.

3 nmpyroro OOKy, piBeHb IE€pYyJIOIUIa3MiHY MOXXe OyTH HHU3BKUM 3 IHIIHAX
npuuuH, KpiM XB, Hampukiaa, mpu ayTOIMyHHOMY Te€MaTHTi, JOBIOCTPOKOBOMY
napeHTepabHOMY Xap4yyBaHHI, Ta 9acTO IMOB’s3aHUH 3 AeIiIUTOM OijKa B yMOBax
BUPAXEHOI HUPKOBOI a00 KHIIKOBOI BTpaTW OUIKAa, CUHAPOMI MaibaOcopOuii,
neniakii, pu BaXKiil nmeviHkoBiil HemocTaTHOCTI HA ol L{IT Oyab-saKoi eTioortii.

3HIDKEHU pPiBEHb LIEepYyJIOIUIa3MiHy croctepiratoTe mnpubmusHo B 20%
rerepo3uroTHux HociiB ATP7B myraitiii 0e3 KIiHIYHUX MPOSIBIB HAUTAIIKY Mifi [46],
a TaKoXX TpH CIMEWHIN aiepynorazMineMii. B ocraHHbOMY BHUNAQAKy B3arajii He
MOKJIMBO BUMIPATH IIEPYJIOIUIa3MiH B CHPOBATIIl KpOBIL. AIEpyJoIia3MiHEMIs €
y’)K€ PIAKICHAM 3aXBOPIOBaHHSA, NIPH SKOMY Ma€ MiCIle MyTallis B TeHi
LHepyJioIUIa3MiHy Ha XpoMocoMi 3, MpH LbOMY B JIIOJUHU PO3BUBAETHCS
TIepeBaHTAKEHHS 3aJ1i30M, a He MiyIro [47].

TakyuM YMHOM, 3MIHM TIOKa3HHMKY ILEpYJOIUIa3MIHy € HEIOCTaTHIMU IS
J1arHocTUKHU abo BukimoueHHs XB. [IpocniekTrBHE 1OCHIIKEHHS LEPYJIOIUIa3MIHY SIK
CKPUHIHIOBOro TecTy Juisi XB y mnaiieHTiB 3 MNEYIHKOBUMHU 3aXBOPIOBaHHSIMU
MoKa3aao, M0 CyOHOpPMaJbHUN IEPYJIOIUIa3MIH MaB TMO3UTUBHY MNPOTHOCTUUYHY
HiHHICTh Juiie y 6%. Y giteit 3 XB uepynomnasMin 0yB y Mexax HOpMH Bif 15 1o
36% Bunankis [14, 48]. B inmomy gocmimkenni y 12 3 55 namientiB 3 XB OyB
HOpPMAJIbHUN pIBEHb 1EPYJOIUIa3MiHy Ta HE crocrtepiranocs kiiens Kaiizepa-
Gneitmepa [49]. € wMamor W TPOTHOCTHYHA I[IHHICTB IEPYJIOMJIA3MIiHY IS
niarHocTUKu XB 1pu rocTpiil nedinkoBii HegocTaTHOCTI [50].

Komenmap pooouoi zpynu. llepyronnazmin € a2-2100yniHom, wo micmumo
Miob. Tlpubnusno 70% 3acanvHoi Kinbkocmi MIOi CUPOBAMKU MPAHCHOPMYEMbCS
YepyronIasmMinom, 7% OinKa 3 8UCOKUM MONIEKYIAPHOI 8azor (mpanckynpeir), 19%
anvoyminy ma 2% Oesikux aminokuciom. Cunmes yepyioniazminy 6i00y8acmuvcs 6
KIIMUHax newiHku 3a 000080i Hopmu 6 me/ke. Brnwouenns mioi 68 Molexkyny
UEepYIONAaAsmMiny (Makcumym 00 8 amomie Mioi Ha MOJeKyny) 8i00y8aemvcs 8 X00i
toco cunmesy 6 newinyi. llicia 3axonnenHs Mioi Yyepyroniasmin Miepye 8 mKAHUHU,
Wo BUKOPUCMOBYIOMb MiOb, 0e B0HA BUBLILHAEMbCA, A OLIOK Kamaboi3yEMbCsl.
Enivinayis  6iobyeaecmocsi  uepe3 oicosuni  winsaxu. Jlooamkoso 00  @yHKyii
Mpaucnopmy mioi yepyronia3mii BUKOHYE MAKONC MAaKi YYyHKYIi:

* oxucnennsa Fe2+ oo Fe3+, wo 0o36onsec nepenocumu 3aizo 3a 00NOMO2010
mpancgepuny;

* OKUCTIeHHSl KAMEXOAAMIHI6 | cepomoniny (pezyrvmamu in Vitro);

* AHMUOKCUOAHMHA Oifl - NePeuKo0NHCAc OKUCIEHHIO Ninidi6 KIIMUHHUX
MeMOpan,
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* NPOMU3ANANLHA Oisl, NPUSHIYYIOUU 2ICMAMUHA3Y CUPOBATKU,

YV 6invwocmi nayicumis 3 XB pisenv yepynonnrasminy nusxcue 20 mxe / o1, ye
Mae€ 3HayeHHa oaa oiacHocmuku XB, oonax minvKu, Koau € THWI O3HAKU, MAKI K
kitoys Katizepa-@netiwepa. [lompiono nam'smamu, wo HopmanvHuti Oianazow
UEPYIIONAAZMIHY MAE BIKOBY 3ANEHCHICMb. BIH, SIK NPABUNO, HUZLKULL Y Oimell 8IKOM 00
6 mic.; y Oimeil cmapuioco 8iKy Modxce Oymu mpoxu suwe, Hidc y dopociux. Kpiu
BKA3AHUX GUWE 2CHEMUYHUX 3AX8OPIOBAHL, HU3LKUL pIGeHb UYEepYIONad3sMiHy €
BIOMIHHOIO O03HaKol0 Xx60pobu Menkeca, Oyxce PpiOKICHO20 ~X-XPOMOCOMHO20
8PO0INCEHO20 NOPYUWIEHHST OOMIHY peuosuH, wWo npuzeooums 00 oOepexmy 8
mparncnopmi mioi uepes mymayii 6 ATP7A (Menkes, 1999) (9).

B Ykpaini yepynonnazmin cuposamku Kpogi 8U3HA4AEMbCA 20I08HUM YUHOM 8
KOMEPYIHUX 1a00pamopisax iMMyHOmMypoOioiMempiuHumM MemoooM.

Pegepenmni snauenns, /n:

Yonosixu: 0,15-0,30

Kinxu: 0,16-0,45

Koedivienmu nepepaxyuxy: me/onx 0.01 = 2/n; 2/n x 7.46 = mkmonwv/n;

e/mx 100 = me/on; me/on x 0.0746 = mxmonv/n
30inbulennss  KOHyeHmpayii  YepyronIazMiHy — Modxce  00YMOB108amu
Gapbysannsa cuposamu Kpogi 6 3ejieHul Koaip!

Iumepgepyioui gaxmopu. JIiKy8aunHs HAOIUWKOBUMU O03AMU YUHKY MONCE
npuzeecmu 00 ONOKY8AHHS NO2NUHAHHA MIOI 6 KUWEYHUKY 31 6CMAHOBIEHHAM
CUHOpOMY Oeiyumy MIOi, WO XaAPaKmepusyeEmvbcs 2iNOXPOMHOIO MIKPOYUMAPHOIO
AHeMIi€r, JNIeUKONeHielo ma/abo HeumponeHiero ma GUPANCEeHUM HU3bKUM pPIBHeM
yepynonnasminy.  llosepnennss 00  Hopmu  KOHyeHmpayii — YepyroniasmiHy
8100Y8aEMbCS NOBINLHO NICTIA eNIMIHAYIT HAOMIPHOI KLIbKOCMI YUHK).

Omorce, HeoOXIOHO we pa3 niOKpecIumu. HOPMAlIbHULL pPiéeHb YepYIONIA3MIHY
He suxouae diacno3 XB ma nompebye 0o0amko6020 susHayerHs Miodi 8 niazmi ma
ceul.

Mios cuposamku Kposi. Minp B opraHi3mi JIOJuHU TiepeOyBa€, TOJOBHUM
YMHOM, y CTaHl 3B'3Ky 3 OUIKaMH, MENTUJaM{d Ta IHIIUMH OpPTraHIYHUMU
PEYOBHMHAMHM, a KOHIICHTpAIIS «BUIBHOI» MiJil B ITUTOIUIa3Mi HAJA3BHUYAMHO HHU3BKA.
[Tix piBHEM 3arajqbHOI Mifl CHPOBATKHA KPOBI PO3YMIIOTh CyMapHY ii KUIBKICTh, IO €
CYKYIHICTIO MiJIl IIEPYJIOIUIa3MiHy Ta «BUIbHOIO» Mial. Buxoasuu 3 mporo, mpu XB
PIBEHb 3arajibHOI Mijii, SIK MTPaBUJIO, 3MEHIIYETHCS MPSMO MPOIMOPIIIIAHO 10 3HUKEHHS
piBHS 1iepyJionasMiny. ToMmy Uisl OLIHKM CTAaTyCy Mil JOLIIBHO JOCHIIKYBaTH
BMICT Mi/ll B KOMIIJIEKC] 3 BU3HAUCHHSIM IePYJIOIIa3MiHy.

Hopmanbehi abo miABuUINEHI piBHI 3arajibHOl MiJl Ha TJII 3HWXKEHHS PIBHS
[EepYyJIOIJIa3MiHy BKa3ylOTh Ha 30UIbIICHHS KOHIIGHTpaIlli «BUIbHOI» Midl. Take
CIIOCTEPIraloTh y MAIEHTIB 3 TSHKKUM yPaKEHHSAM TEUYIHKH, KOJU MiJb CHPOBATKH
KpOBI MOXKe OyTM B MeXaxX HOPMaJbHOTO [lala30Hy HE3aJIeKHO BiA TOTO,
MIBUIIIEHUN YW 3HIDKCHUU PIBEHB Iepysomia3Miny. PiBeHb «BUIBHOI» MiJi MOXe
OyTH HaBITh MOMITHO MiJABUIICHUA Yepe3 PANTOBHA BHUKHUJ MiAl 3 JEMO TEYIHKA
BHACJIIOK LIUTOJI3Y TeNaTOLITIB MPU TOCTPiN MEYIHKOBIA HEAOCTATHOCTI OYyb-AKOT
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€TI10JI0T11, HAMPUKIIAJ, HAa (JOHI XPOHIYHOTO XOJeCTasy, MPOTe OCOOIMBO BHACIHIJIOK
XB [51], a TakoX y BUIaJIKaX 1HTOKCHKAIIT M1JIIO.

«BinbHa» MiIb MOKe OyTH pO3paxoBaHa BIJHIMAHHSAM IMOKa3HHMKA Mifl, IO
3B's13aHa 3 1epyaomiasmidoM (3,15 X mepysomiasMid B MI/J BIAOBIIA€ KiJIBKOCTI
MiJll, IO 3B’s3aHa 3 IEPYJIOIJIa3MIHOM B MKI/J) BIJ TIOKa3HWKa 3arajibHOl
KOHIIGHTpaIlii Miai B cCHpoBarii (B MKI/JI; MiJb CHPOBAaTKM MKMOJIB/JI X 63,5
BIJIMOBIA€ M1l CHPOBAaTKHU B MKI/J) [52].

KonnenTtpartiiss «BUIBHOI» Mifl, 10 PO3PAaXOBYIOTh BiJ 3arajJbHOTO 3HAYEHHS
MiZl Ta IepyJioIuUIa3MiHy, 3alporoHOBaHa SIK JiarHOCTHUHUN TecT Ha XB [53]. V
HAWOUTBII TSOKKMX BHUMAAKaxX ii piBeHb CTaHOBUTH Oinbine 200 mkr/ia. OcHOBHa
npobiemMa 3 «BUIBHOIO» MIUIII0 B JiarHOCTHINI XB Tmonsrae B 3aJ€XKHOCTI BiA
TOYHOCTI METOAIB BUMIPIOBaHHS MiJl Ta IEpyJIOILIa3MiHy B cupoBarii KpoBi. Tomy
BBAXKAIOTh, 110 1€ TeCT Mae OUIbIIY LIHHICTH JUIsl MOHITOPHHIY (papMakoTeparii,
HDK y miarHoctuil XB.

Komenmap pooouoi zpynu. Kinvkicne 6usnayeHHs Midi Npooosimsv 8
KOMEPYIHUX 1a00pamopisx Memooom amomHo-abcopoyiiunoi cnekmpomempii.

Pedepenmni snauenns, mxmonn/n. Yonosixu: 11,0-22,0

Kinku (na mui nputiomy copmonanviux npenapamis). 10,7-26,6

XKinxu (axi ne nputimaroms 2opmonanvhi npenapamu): 15,7-31,5

Himu: 0-3 mic.: 1,4-7,2; 4-6 mic.: 3,9-17,3; 6-12 wmic.: 7,9-20,5; 1-6 poxis:
12,6-23,6; 6-10 poxis: 13,2-21,4; 10-14 poxis: 12,6-19,0; 14-19 poxis: 10,1-18,4.

Il]o cmocyembcs nokaswuxa «8ibHOIY MiOl, 8iH NiOBuUUeHUll OLIbUL HIdHC 00
25 mkelon y Oinbuiocmi xeopux, sKi He ompumyeanu aiKyeanHs (6 Hopmi Hudxcue 10-
15 mke/0n). Ockinbku Kinbkicmv MiOi Yy 38 S3K) 3 yepyaoniasmiHom ckiaoace 3,15 mxe
MIOI Ha M2 YepyroniasmiHy, «8iIbHA» MIOb BIOPI3ZHAEMbCSA 610 3a2ANbHOI Midi

cuposamku ¢ mkelon 6 3 pazu 6i0 konyenmpayii yepynonnasminy ¢ me/on (Roberts,
1998) (8).

Exckpenisi miai 3 ceuero. KinpkicTh Miji, 1110 BUBOJUTHCS 13 CEUEIO TPOTITOM
24-rOTMHHOTO TIEPIOAY, PO3TIIAIAIOTH SK JTOMOMDKHHUM MOKAa3HUK IS JIarHOCTUKH Ta
KOHTpOIIO JIiKyBaHHS XB. VYV malieHTiB, SKI HE TOXOJWJIM JIKyBaHHS, J1000Ba
SKCKpeIlis Mifl 3 ceuero BiI0Opakae KIIbKICTh «BUIBHOI» Mimi. J{Jis BU3HAYCHHS
EKCKpellli MiJil 3 CeUel0 BaXJIMBUMH € TOYHHM 00’€M ceul Ta PiBEHb 3arajibHOTro
KpeaTuHIiHy 3a 24 roguHu. TecT He 3aCTOCOBYETHCS B Pa3i HUPKOBOI HEJOCTATHOCTI.

B oci0, siki MalOTh TUIIOBI CUMIITOMHU Ta HE MPOXOAMIIN JIKYBaHHS, EKCKPEeLis
Mifi 3 cedero nepesuiye 1,6 Mmxmodb / 24 1 (100 mr / 24 1), 1m0 BBaXKalOTh IOKa30M
XB. Ilpote 6a3anpHa 24-roarHHA €KCKPEIIis Mifl 3 CeUer0 MOXKe OYyTH MEHIIO0, HIXK
1,6 mxMoub/24 ronunu B 16-23% xBopux, 30KkpeMa, npu 0€3CUMITOMHOMY Mepediry
XB y niteit un OpariB 1 cectep mnamienta Ha XB [14, 51, 54]. OckinbKku €KCKperis
Mil 3 CeYe0 He3HayHa y 370poBUX oci0 [55], BumiieHHs i1 Buie
0,64 Mxmons / 24 ron mMoxke Oyt mokasHMKOM XB y gitTeil, ski He MaroTh
CHUMIITOMIB.

[Ipobnemamu BuMipy 24-TOAMHHOI €KCKpEIii Mial € HeMmOBHUHN 30ip A000BOI
cedi, a TakoXX 3a0pyTHEHHS MIAJMI0 KOHTEWHEpy i 3pa3Ky cedl B MPHUCTPOI.
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OcTaHHE CTaj0 MEHII AaKTyaJlbHUM 3 TMOSBOI0 Ta 3aCTOCYBAaHHSM OJTHOPA30BUX
KOHTEHHEPIB.

[aTepnpeTartis 7060BOi eKCKpelii Miji 3 ceuero Moke OyTH yCKJIaJIHEHa uepes
CXOXICTh 3 pe3yJbTaTaMU MPU 1HIIMX 3aXBOPIOBAHHSX TMEYIHKW (HANPUKIAJ, MPHU
ayTOIMyHHOMY Te€MaTUTI, XPOHIYHMX 3aXBOPIOBAHHSX TMEUiHKM abo XojecTasi,
30KpeMa, MijJ 4Yac TOCTPOi NEYIHKOBOI HEIOCTATHOCTI OYy/b-SKOTO TMOXOKCHHS).
['eTepo3uroTHi HOCIT TaKOXX MOXXYTh MaTH OUIBIN BUIIUN PiBEHb BUAUICHHS MiJi 3
Oprasi3my, HI’)K KOHTPOJIbHA IpyIa, X04a 1X MOKAa3HUKHU PI1IKO MEPEBUILYIOTh CEPEIH1
HOpMaJTbHi [56].

BusnauenHsi ekckperis Miai y cedl Ha (OHI 3acToCyBaHHS D-meHinunaminy
BBKAJIOCS KOPUCHUM JIarHOCTUYHUM TE€CTOM. B memiaTpudHiil mpakTuin e Tect
OyB Bu3HaHUM craHgapToM, npu upomy 500 Mr D-neHinunaMmiHy BBOAMIN
NepopajibHO Ha MOYATKy Ta 4depe3 12 roguH mpotarom 24-roguHHOro 300py ceul,
HE3aJIeKHO B Macu Tina [57]. B mopiBHSHHI 3 IHIMUMH XBOPOOAMH TMEYIHKH,
30KpeMa, ayTOIMyHHUM TEMNaTUTOM, IEPBUHHHUM CKJICPO3YIOUMM XOJIAHTITOM 1
rOCTPOIO TIEYIHKOBOIO HENOCTAaTHICTIO, pu XB Oyna 3HaliieHa YiTKa KOpemsiis 3
EKCKPEIIIEI0 Mifl 3 OpraHi3My OUTBII HIXK 25 MKMOJIb 3a 24 TOAUHH.

O1iHKa ILOTO TECTY JJIs AITEH IMIATBEpAUIIa HOro 3HaYCHHS B JiarHocTulll XB
IpU YpakeHHI Ie4YiHKW. Pa3oMm 3 1uM, TecT OyB HEHaJIMHUM TMpPHU BHKJIIOYCHHI
niarao3y XB y OpaTiB um cecTep XBOPOro, sIKi HE MaJd CUMITOMIB [58], ToMy BiH He
3aTBEP/KEHUM B SIKOCTI €IUHOTO TECTY IS CKPHHIHTY.

[Ipn mopiBHAHHI AiT€l 3 IHIIMMHU 3aXBOPIOBAHHAMM NEYIHKH TecT 3 D-
NEHIIUJIaMIHOM MaB 4yTMBICTE 12,5%. 3apa3 NpoONoOHYeTbCS BUKOPUCTAHHS
HIDKYOTO MOPOTY IS €KCKpelii Mijai 3 ceuero (0e3 D-MeHIuiIaMiHOBOI CTUMYJIALIIT)
no 0,64 mxmonb / 24 romuHM, 1O 30UTBIIYE YYTJIMBICTH TECTy Ta 3HIMAe
HEOOXIJHICTh y TECTYBaHHI 31 CTUMYJIALIE€0 D-nIeHIuIaMiHOM.

Tect 3 D-neninunaMiHOM BUKOPUCTOBYBABCS JIJIsl IOPOCITUX, ajie y 6aratbox 3
MPEACTABICHUX PE3YJIbTATIB IBOTO TECTy BUKOPHUCTOBYBAIHMCH PI3HI JO3yBaHHS Ta
TepMiHn mnpuiiomy D-meninunaminy. Tomy 1eli TecT HE PEKOMEHIOBAHHUM IS
niarHocTuku XB y 3pijomy Bilii.

Komenmap pooouoi zpynu. Exckpeyis mioi 3 ceuero BUKOHYEMbCS 8
00MEeIHCeHOMY YUCTT KOMEPYIIHUX 1abopamopitl, Wo 3HAYHO YMPYOHIOE NPUHAYEHHS]
ybo2o mecmy, 8 m.4. Ha Qoni 3acmocysanusn D-neniyunaminom.

Konuyenmpauyin mioi ¢ napenximi neuwinku. HakonmudeHHs MiAl B TEUIHIN €
BiaMiHHOIO pucoro XB. Ilpote crnemianbHe ¢GapOyBaHHS poaaMiHOM abO0 OpIETHOM
OlonTaTiB MEYIHKH J03BOJISIE BUSIBUTH JIOKAJIBHI JIETI0 HAKOTTMYCHHS M1/l MEHIII HIXK Y
10% mamienTiB. lle 0oO0ymoBiI€HO TuUM, IO B IId CHOCIO BUSIBISIOTHCA TUIBKU
JTi30CcOMaNbHI BiAKIafeHHsT Mial. ToMy mepeBaHTaKEHHS NMEYIHKHA MIJII0 HE MOXE
OyTH BUKJIIOYEHO 3aBJSKHU OJTHOMY TICTOXIMIYHOMY JTOCIII/PKEHHIO O10MTATYy MEYIHKH.

MeronoM BUOOpPY ISl J1arHOCTUKU XB € BUMiproBaHHS KOHIICHTpAIlli Miai B
napeHximi mneuiHkd. /{1 uporo OlomTaTé MOBUMHHI OyTH TOMIIIEHI CYXUMH B
HEMOKPUTHUH MIJII0 KOHTEWHep 0e3 0COOMMBUX 3aXOIB, TAKUX SIK 3aMOPOKYBaHHS.
3arajqoM TOYHICTh JOCIHIPKEHHS MIJBUIIYETHCS MPU po3Mipax OlomTary MEYIHKHU:
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outeme 1 cM JOBXHMHM B3ATOTO 3paska mpu Oioricii [59]. TlapadinizoBani 3pa3ku
OlonTaTiB MEYIHKM TaKOXK MOXKYTh BUBUATHCh HAa BMICT M1, ajie pe3yJbTaTH € MEHIII
HaJIMHUMU, 0COOJIMBO SKIIO 3pa30K 3aHAJITO MaJIUH.

Bwmict minl y nedinm 6uibine 4 MKMOJB/T CyX0i BarM BU3HAHUM HaWKpaIium
010XIMIYHUM JI0Ka30M HasiBHOCTI XB. 3HMmKeHHs mopora 3 4 MKMOJIB/T CyXOi Baru J0
1,2 MKMOJB/T Ccyxoi Baru miaBuILye 4yThuBicTe Bix 83,3% po 96,5%, npu
30epexeHHI IpUHHATHOT crienudigaocTi (95,4% npotu 98,6%) [35].

OcHOBHOIO MPOOJEMOI0 MPU BHU3HAUEHH! KOHIEHTpalli Mili B MapeHxXimi
NEYiHKU € HEOJAHOPIIHUN PO3MOALT MiJi B opraHi Ha mi3HIX crafgisx XB. [loka3zHuk
MOke OyTH HENpaBWJIbHO BHUMIpPSHUN dYepe3 MOMWIKY 3paska. B memiarpuuniid
MIPAKTHIII IOMUJIKA 3pa3Ka € JTOCUTH MOIIMUPEHOIO, M0 BU3HAYMIIO TI€ JOCTIHKCHHS 5K
HeHaiHe cepen aitent 3 L{I1 ta kiniHiyHO siBHOIO XB [60].

3 1HIOro OOKy, MPU TPUBAJIOMY XOJECTa31 BMICT MiJl B MEYIHIIl TAKOXK MOXKE
Oytu 301ab1eHUM. [IoMITHO TIIBHINEHI PiBHI MiJl B MEYIHIII MOKHA TaKOXX 3HAWTH
IpU  1TIOMATUYHOMY CHHIPOMI MIZHOTO TOKCHKO3Y, SK HaNpUKIad, 1HIIHCHKUMA
autsaumi 1I12 [61].

Komenmap poéouoi zpynu. B Vxpaini ona nayienmis 3 nidospoio na XB ye
00CNI0IHCEHHSl NIAHOBO He BUKOHYEMbCI, OOCHYNHO 0OMENCEHO, K NPAGUL0, TUUE Y
BIOOINEHHAX  CYO0BO-MeOUYHOI  eKkcnepmu3su,  SKi — OCHAWeHi  BIONOBIOHUM
00IAOHAHHAM.

Ticrosoriss me4iHku. 3 11arHOCTUYHUX MIPKYBaHb O10TICISl MEYIHKU JOLIIbHA
TUIbKK Yy BUIIAJIKaX, KOJU KJIIHIYHI O3HAKM Ta HEIHBa3UBHI TECTH HE J03BOJSIOTH
noctaBuTH ocraToynuid aiarHo3 [59]. CyTTeBOI NeEpemKoa0 A MPOBEICHHS
OloTCii MEUYIHKM MOXE€ CTaTH HasBHICTh y TalieHTa jekommeHcoBanoro I[I1 a6o
TSDKKOI KOaryJiomnarii.

Jlo Haiimepiux riCTOJOTIYHUX 3MIH y TIEYIHI[I HaJeXaTh MOMIPHUN CTEaTo3
(MIKpOBE3UKYIAPHUNA Ta MaKPOBE3UKYJSPHUM), TIIKOTEHOBI sipa TEHNaTOIMTIB 1
dbokanpHUN TemaToneoIIpHUil Hekpo3 [99, 62]. Yacto 111 3MIHM TOMHJIKOBO
BITHOCSITB JI0 HEAJIKOTOJIbHOT KMPOBOi XBOPOOH MEUIHKH, 30KpeMa, HEaJIKOTOJIbHOTO
CTeaTOrernaTurTy.

biomcis meuinku nmpu XB Moxke moka3aTé KJIaCH4HI TiCTOJIOTT9HI OCOOIUBOCTI
ayTOIMyHHOTO  TeMaTuTy. 3  MPOTPECYIOYMM  TOIMIKO/DKCHHSAM  MapeHXIMHU
po3BuBaeThes Gi0po3 1, 3rogom, LI1. bauzeko nosoBuHu xBopux MaroTh L{I1 Ha yac
noctaHoBku aiarHozy XB [35]. IIpoTre croctepiranu ¥ JieKijabka JITHIX MAIlI€HTIB 3
XB, sixi He Manu L{IT un o3HaK ymkopkeHHs medinku [51].

[Ipu rocTpiii TEYIHKOBIM HEAOCTATHOCTI BHAcHiAOK XB 3a3HauaeThcs
renaToletoJIIpHa IeTeHepallis Ta MapeHXiMaabHUN KoJarc, K mpaBuiio, Ha i1 [II1.
ITix yac rocTPOro ypaxkeHHs XapaKTEPHUM € aronTo3 renaronuTis [63].

Busgsnennas wMiagl B remaronuTax I[IUIIXOM 3BHYAHHOIO TICTOXIMIYHOTO
TOCIIKEHHsI € HecTabutbHuM. Tak, Ha paHHIX cTagisx XB Minb B OCHOBHOMY

2 Inpificekuit mursaunii LTI, meimpidickiit maursauwmii LI Ta imiomaTwdna MigHa iHTOKCHMKALis - MMOBIpHO, iIeHTHYHi
3aXBOPIOBAHHS, NPHU SKUX HAUHIIOK Mimi Bukiukae L[I1. TIpuuuHOIO € BXXUBaHHS MOJIOKA, SKE KHUII'STHIOCH YU
30epirajiocst B MiIHUX a00 JIATYHHUX CyAMHAxX 3 KOPO3i€l0 MeTally
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IPUCYTHS B LIUTOIUIA3Mi, MOB'A3aHa 3 METAJIOTIOHIHOM 1 HE BUSBIISIETHCS T1CTOXIMIYHO
[64]. Ha npectanii LI kiNbKiCTh Mifi pi3HA K B KJIITHHAX ICYIHKH, TaK 1 B KOXKHOMY
[UPOTUIHOMY BY3JIUKY. BiJICyTHICTh TICTOXIMIYHO BUSBJICHOT MiJll HE BUKIOoUae XB.
Jli30COMH1 KOMILJIEKCH MiAl MOXYTh OyTH modapOoBaHi pi3HUMH METOJIaMH, B T.d.
poaaHiHOM abo0 OpIIETHOM.

VYAbTpacTpyKTypHUIA aHami3 3pa3KiB MEUYIHKU Ha CTafll CTeaTo3y JEMOHCTPYE
HasBHICTh CHEIU(PIYHUX MITOXOHJpIAIbHUX MopylieHb [65]. Tumosi o03HaKu
BKJIIOYAIOTh BapiabenbHICTh pOo3MipiB 1 (HOpMH, MIABUIICHHS UIUIBHOCTI MaTepiaity
MaTpHUlll Ta YHMCIEHHI BKJIIOYEHHS, B T.4. JIMIAIB 1 APIOHO3EPHUCTOI CTPYKTypHU
Marepiany, SKHM Moke OyTu Minb. HalsckpaBimor 3MIHOK € 30UTbIIEeHHS
BHYTPIITHBOMEMOPAHHOTO MPOCTOPY 3 PO3IIUPEHHAM KpaiB MeMOpaH, 110 CTBOPIOE
«KICTO3HUM» BUriAn [65]. 3a BiACYTHOCTI XojecTady Il 3MIHM BBaXaloTh
NaTOTHOMOHIYHMMHM oO3HakaMu XB. Ha Outbln mi3HIX CTagisix 3aXBOPIOBAHHS
3HAXO/ATH UIUIbHI BIIKIAJCHHS Y MEXKaX JII30COM. YIbTPACTPYKTYPHUI aHAI3 MOXKE
OyTH KOPUCHUM JIOTIOBHEHHSAM I JIaTHOCTHUKHU.

Komenmap pooouoi ecpynu. B Vkpaini 3euuatine cicmonoziune 00CHiOMCEHHS
bionmamie neuinku BUKOHYEMBCL 8 KONCHOMY NAMOMOPDOLOSIYHOMY BI00LNeHHI,
npome 3 U020 2ICMOXIMIUHUM BAPIAHMOM ICHYIOMb NpoOieMu y 383Ky 3
siocymuicmio  ¢papbnukie (pooaminy, pybeanospi Kuciomu, Opceiny moujo).
Yavmpacmpykmypuui auaniz 3paskié neuinku O0OMedCeHull 3aKiadamu, 6 SKUX
HAABHUU eJleKMPOHHUL MIKPOCKOHN.

JocaigxeHHsl cTaHy HepBOBOI cucreMu. HeBposioriunmii cTtaTyc MOBHHEH
OyTH OI[IHEHUH y KOXXHOro maiieHta 3 XB, B T.4. 3 aCHMINTOMaTU4YHOIO (HOPMOIO.
Yepes BenuKy BapiaOesbHICTh HEBPOJOTIYHUX CUMITOMIB, BIAMIHHOCTI Y IPOsIBax 1
HASIBHICTh CYITyTHIX CHMIITOMIB KIJIIHIYHUW OMHC JyKe CKIanHui. JloTenep He icHye
3arajJbHOMPUMHATOI IIKAK, SKa ONUCYE HEBPOJIOTIUHI cuMmnToMu npu XB Ta ix

TsOKKICTh. OpHIEI0 3 OCTaHHIX Mpomo3ullii € YHidikoBaHa ImKaga OIIHKH XB
[66, 67].

Komenmap pooouoi epynu. B nesponoziunomy cmamyci xeopux na XB nemae
NAMOSHOMOHIYHUX cumnmomis. [Ipome 3a nassnocmi cinepkunesie muny «risus
sardonicusy («capooniuna epumaca» uuU «CAPOOHIYHA NOCMIWIKA») MdA MUny
«flopping» («mpinominnus kpuny), a maxodc cneyu@iunoco niOKOPKOBO2O0 MUy
MOmMOpHOI aghasii HeobXiOHo 3anidospumu XB i nepesipumu 0ioOXiMiuHI NOKAZHUKU
ma HaseHicmoe Kineysb Kaiizepa-Daetiwepa. B moii sce uac, npu nocmanosyi 0iazHo3y
HeoOXIOHO epaxosyeamu, wo y Xxeopux Ha XB matidice HIKOAU He 3YCMpiuarombves
Maxi nopyuienHs cneyupivHux Kopkoeux ymxyiu, sax momopra agaszis bpoxa ma
cencopua agaszis Bephike.

Tomorpadiss Bimirpac BakJIWBY poJib K B mgiarHoctuni XB, Tak 1 B
MOHITOPHHTY XBOPHUX MiJ yac Tepamii. B okpemMux Bumaakax 3HauHi 3MiHH T'OJIOBHOTO
MO3KY MOXYTb BUSBIIATHCS B OKPEMHX OCI0 IIIe J0 TOSIBH CUMITTOMIB [68].
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Komm'rotepaa tomorpadis (KT) BimHOCHO HE WyTiMBa, ajieé MOXXE BHUSBUTH
JIBOCTOPOHHI TIMOIHTEHCHBHI BOTHHUIIA aTpodii B oOmacti Oa3ajbHUX TaHTIIIIB,
CTOBOYpa MO3KY, MO304YKa Ta KOPU TOJIOBHOTO MO3KY.

MPT - nyke 4yTauBU METOM JJIs BUSBJICHHs aHoMmaii npu XB [68]. Ha T1-
3BaKEHUX 300paKeHHAX aTpo(diro MO3KY BHIHO B 3/4 BUIAJAKIB, a TilOIHTEHCHBHI
BOTHHIIA B Oa3ajabHKX raHrmigx y 2/3 sunaakiB. Ha T2-3BakeHux 300pakeHusx 1/3
BUMAJKIB JEMOHCTPY€E TIMEPIHTEHCHUBHI BOTHHUINA B 0Oa3allbHUX TaHIJIAX, B OLTIM
pedoBuHi, Tajzamyci abo ctoBOypi Mo3ky. Lli BigxuieHHS OOYMOBJEHI BTPaTOIO
HEHPOHIB, BAaKyOJHM3AIl€I0 KIITHUH Ta JCT€HEpalli€l0 BOJOKOH, HIO TOB'S3aHE 3
MiBUIICHUM BMICTOM BOJM B TOJOBHOMY MO3KYy. AHOMAaJil CHTHalIy MOXYTb
BapiloBaTH 3aJie)KHO BiA cTajii XBOpoOM Ta MOXYTh OyTH OOOpPOTHHUMH TIpU
JIKYBaHHI.

Jlesiki 3MiHM, 110 BUKJIMKaHI XB, BHUSBISAIOTH XapaKTEpHI OCOOJMBOCTI Ha
MPT, nampukiajg, «0o0Ju4ydsl TITaHTCbKOI TaHAW», fKe BUAHO Ha T2-3BaeHUX
300pKEHHSIX CEPETHBOTO MO3KY, Ta «OOJUYYSAM MIHIATIOPHOI MAaHIIN», SIKE MOXKE
Oytu BumHO B oOjacti mokpuinkd Mocta [69, 70]. Ilpore, cmoctepirarorbes I
0COOJIMBOCTI B MEHIIOCTI mMaiieHTiB. Pazom 3 1mum, pesynbratu MPT mMoxyTs OyTu
noi0HI MPHU HIIMX MOPYIICHHSIX FOJIOBHOTO MO3KY, B T.4. XBopo0Oi JIi, rimokcudHo-
imeMiyHii  eHnedanonarii, OTPYEHHI  METWJIOBUM  CIHUPTOM,  SITOHCBKOMY
ennedaniti B. Tomy BaxiamBo, MO0 pe3yabTatd TOMOTpaiyHUX TOCIHIIKEHb
30iraiucs 3 KJIIHIYHUMHU O3HaKaMu Ta 010XIMIYHUMHU Mapkepamu XB.

Komenmap pobouoi cpynu. Cyuacui momoepaghiuni  00CNiOHCeHHs.
HAMA2aromovCsi 8CMAHOBUMU OesIKi 2eHOePHI BIOMIHHOCMI 3MIH 20JI08HO20 MO3K)
ceped ocio 3 XB. 3a pempocnexmusHum ananizom pesynomamie MPT 2ono6Hoco
MO3KY nayienmis, wo cmpadxcoaiu yepeopanvroro (n=105), neuinkosoro (n=67) ma
acumnmomamuynoro (n=32) gopmamu XB, ecmarnosnieno, wo 6 Ko2opmi X80pux 3
HeBPOJIOCIUHUMU MA NCUXIAMPUYHUMU NPOSABAMU 3AX80PIOGAHH ampo@it Kopu
20JI08HO20 MO3KY Ma MO304KAd dacmiuie OiaeHOCMY8anu Y 40J08iKi8, HIJNC Y IHCIHOK
(6ionogiono, p=0,09 i p<0,05). V osucinox uacmiwe sunssanu ypasxcenus 6ai0oi Kyii,
Hioe y uonosixie (p=0,054). Ceped x60pux 3 NePBUHHUM VYPANICEHHAM NeUIHKU
2enoepui eiominnocmi 6 ypaxcenuni LIHC 6ynu éiocymni (10).

3azanom, axuo nioosproemocs XB, nayienmy neobxiono pexomenoysamu MPT
20JI06H020 MO3KY, 0aX*CAHO HA BUCOKONONbHUX MACHIMAX 3 HANPYHCEHICIO
MmaeHimnozo nonisi He menute 1T (ooun mecna). 3apasz 6 Ykpaini maxux anapamie
8a1CE DOCMAMHBO.

Ha puc. 4 npeocmaenenuti 3nimox T2MPT 2on06H020 MO3KY 3 intocmpayiero
xapaxkmephoi o3naxu XB y euensnoi «ooauyus cicanmcwvkoi nanouy (11).
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Puc. 4. O3Haka «o00JMY4YA TiraHTCchLKOI NaHAW» Ha
3HiMKy T2MPT ronoBHOro Mo3Ky. /[usimvcs Ha cepeoniii
MO30K (NpAMO NO YeHmpy): YOpHi 0Ul ma Hic, YOPHI 8VUUKA 3
bokis conosu (11)

[Hmmi MeToau HelpoBizyatizallii, Taki K MarHITHO-PE30HAHCHA CIIEKTPOCKOIIIS
[69] Ta omHOdoTOHHA emiciiiHa KT, MOXyTh OyTH KOPUCHMMHU TIPU BHSBIICHHI
PaHHBOTO TOIIKOKEHHS TOJOBHOTO MO3KYy mpu XB, He nuimie ans mepcrneKTUBHOT
OLIIHKA Ta JIKyBaHHS MOPYIIEHb MOTOPUKM, a ¥ i Kpamoi OIL[HKU
MaJOJIOCHIIPKEHUX KOTHITUBHUX po3naniB [71]. TpaHckpaniasibHa coHorpadis
MO3KOBOI TKaHWHHU BUSIBIISE JIIH30BUIHI OCEPEIKH T1EPEXOT€HHOCTI, HaBITh KOJIU Ha
MPT HisIKUX BIAXWJICHb HE CIIOCTEPIraeThes [72], 0 MyCUTh OYTH MIATBEPHKEHUM B
HOJAJIBIIKMX JTOCIipKeHHX [73].

Komenmap pobouoi epynu. B Vkpaini nposooumuvcs eusnsnenHs HAKONUYEHHS]
MIOI ma HeiHBA3UBHI OYIHKU MemabonizmMy 20J108H020 MO3KY 34 O00HNOMO2O0I0
MAzHIMHO-pe30HancHoi cnekmpockonii 6 /Y «Ilncmumym wuetipoxipypeii im. axao.
A.Il. Pomooanosa HAMH Yxpainuy. L]e 0docnioscennus npu XB naoae moorcnusicme
oyiHUmMU cmau MemaobonisMy 6 DIZHUX CMPYKMYpax 20J08HO20 MO3KY, GUIHAYUMU
empamy HeupoHie ma CMyniHb 0e2eHepamusHo20 npoyecy 8 OKpemux OLIAHKAX KOpu
207I08HO020 MO3KY, @ MAKO}C 00380JIA€ SUABIAMU 3AI03UCI MA MIOHI 8I0KIA0EHHS 8
0a3anbHUX A0PaAX 20108HO20 MO3K).

I'enernune TecryBanHsi. Buznauenns nedexrtiB y reHi ATP7B 3abe3neuye
MITBEPKCHHS MiarHo3y XB y marfieHTiB, sKI MarOTh Ta SKi HE MalOTh KITHIYHUX
cumnTomiB. [IpsiMa MOJEKYJISIpHO-TEHETHYHA J[IarHOCTHKA € BaXKKOIO 4epe3 OuIbII
HK 500 HMOBIpHHUX MyTalliif; 32 BUHATKOM ACKUIBKOX OUTBII YacTHX MyTariii [74].
Kpim TOro, OUIBIIICT, MAIIEHTIB € TeTepo3uroramMu. BceOluyHui MOJEKyISIpHO-
TCHeTUYHHUM CKPUHIHT 3aiMa€ KiJIbKa MICAIIB, IO POOUTH IIei METO ] HEIAOIIBHUM.
[Tpote € miacraBu Juis BUKOHAHHS MOJEKyJspHoro ananizy reia ATP7B y Oyzab-
SKOTO TAIliEHTa 3 TMOMEPEIHIM JiarH030M XB 1iist miaTBepKeHHsS a00 TOJICTIICHHS
MOJAJIBIIOTO CKPUHIHTY YJIEHIB CIM 1.

HaBnaku, anenb-cnenugiuHi OpoOM T03BOJISIOTH HAMpsMy 11€HTU(]IKYyBaTH
MyTalii, e IBUIKUN Ta KIHIYHO KOpUCHUU MeToia. OnHak 1€ Moxe OyTu
JOCSTHYTO TUIBKA TOMl, KOJW MyTallisl BiJIOyBa€ThbCsl 3 BIJOMOIO YacTOTOH B
nonynsmii  (Hanpukiaax H1069Q B Ilenrpanbhiii €Bpomi [75], -441/-427del na
Capnaunii [ 76, 77], R778L na Jlanekomy Cxoni [/8-80]). ¥V uux Bunaakax BUSBICHHS
MyTarlii MOXe JOIOMOTTHA BCTAHOBUTH J1arHO3, TO1 K 1ICHTU(IKAIIS TBOX MYTaIlii
miaTBepAuTh aiarHo3. 3 po3ButkoM JIHK-miarHOCTHMKHM, SK Hampukiajg po3poOka
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OJTHOTO 4ila, KU 3aTeH BUSBUTH HAWOUIBIN MOIMIMPEHI MYTaIlii, Ili peKoMeHaIil
MOXKYTb 3MIHUTHUCH.

Komenmapii pobouoi epynu. B oanuii uac esasicaromo, ujo oegpekm 6 P-muny
aoenozunmpugocgamasi (ATP7B), eeni, wo nokanizoeanuii Ha 0oszomy nieyi 13
xpomocomu (13q14.3-g21.1) ma xooye mpancnopm mioi AT®-azorw P-muny, nece
gionogioanvHicms 3a HakonuyewHs Mmioi 6 neuwinyi. Tun ycnaokyeamns XB
AYMoCOMHO-peYEeCUSHUl. 3aX80PI0BAHHS NPOAGIAECMbCA NPU 20MO3ULOMHOMY abO
KOMNAYHO-2emepo3u2omuomy Hociucmesi mymayiu cena ATP7B.

Jlenonosana 6 opeani MiOb YMEOPHOE MOKCUYHI eheKmu uepe3 Ne6Hi
MONEKYIAPHI wiiAxu, aKi akmusHo eusuaiomscs (12).

Onucano oinvw nioie 500 mymayiu ATP7B, ane cenomun XB He noscHioe
Minaugicms xeopodou. llepedbauacmuvcs, wo na nposeu XB ennueae Huska iHuUX
¢daxmopie, 6 m.u. i nonimop@izm 6 cenax, w0 Kooyloms: anoninonpomein E,
nog'sizanutl 3 npioHom, OiLN0K, mMemuimenemempazuopogonam pedykmasu, Murrl,
anmuoxcuoanm-1, X-368’azanuil iH2iOiMmop anonmo3zy, a MAaAKoO}C NOPYULeHHS.
Memabonizmy 3aniza, 2eH0epHi 8NIUBU, 3aNalbHi peakyii ma OKUCTI08ANbHUL cmpec.
losacnenns ix 3nauumocmi ma Kpawe pO3YMIHHA MONEKYIAPHUX MEXAHI3MI8, Wo
BUKIUKAIOMb  AHOMATIbHE BIOKIAAOEHH MIOI mMa NOUKOONCEHHS Op2auie, Modice
sminumu mepaniio XB (13).

Ha cvoeooni J[HK-odiacnocmuxa XB nposooumvcsi pYMUHHUM MemoOOM
NPAMO20 A8MOMAMUUHO20 CEKGEHYBAHHS BCIEI KOOYI0UOi NOCAI008HOCMI MA eK30H-
inmponnux obnacmeu eeny ATP7B. Ane 3 memoro 3HUNCEHHS. eKOHOMIYHUX | YACOBUX
3ampam npu npogedeHHi 0iacHOCMUKU PEKOMEHOYEMbC NOYUHAMU OIA2HOCMUYHUL
nowlyk namozenHux mymayiu cewy ATP7B 3 0o0cniOdxceHHs 4omupbox Haubilbu
yacmiwux mymayiu: c.3207C>A, ¢.3190G>A, ¢.3402delC u c.2304insC (mymayii
c.3207C>A4, ¢.3190G>A oOemexmyromocsi memooom MLPA-ananizy, mymayii
.3402delC, ¢.2304insC — memooom IT/JAD-ananizy). Cymapua ingopmamusnicmeo
0an020 0iacHOCMUYHO20 NPOMOKOLY 00CTiOdNCeHHs ceped Xeopux ckaaoac 58,9%.

Il npasunvroi inmepnpemauii pe3ya1bmamie ananizy HeooXiono nam samamu,
WO BU3HAUEHHS Y X80PO20 PO3NOBCIOONCEHOT Mymayii Ha OOHIL 3 080X 20MONOIUHUX
XPOMOCOM €camo no cobi He 00380.14€ 3 OOCMOBIPHICMIO cmasumu 0iacHo3, ale 3a
HASA8HOCMI XAPAKMEPHUX KAIHIYHUX | OIOXIMIYHUX 3MIH € 8A20MUM APSYMEHMOM HA
Kopucmo diacno3y XB. Axwo 6 noounu euseneni 06i pizui mymayii ceny ATD-azu 7B
abo 00Ha Ui ma cama Mymayisi 8 20MO3U2OMHOMY CIMAHI, OlA2HO3 NIOMBEPOIHCYEMBCSL.

B Vkpaini cenemuune mecmyeanus euxkouyiomes 68 OKpeMUX KOMEPYIUHUX
1AO0pamopisix usAXom 00CHIOAHCeHHS OYKKANbHO20 enimenito Yu KPoei.

Cimeiinuii ckpuHiHr. Benvke 3Ha4eHHS] Ma€ CKPUHIHT WIEHIB CIM i MAIIEHTIB
3 HasBHOIO XB. Illancu Ha Te, mo0 Opatu Ta CECTPU € TOMO3UTOTAMH, Ta B HUX
MOXXYTh PO3BHUHYTHUCH KJIIHIYHI TPOSIBU 3aXBOPIOBaHHS, CTaHOBIATH 25%. Cepen
niTed marieHta 3 XB Taka #iMoBipHICTH cTraHOBHTH 0,5%. Xoua 1el pHU3HK €
HU3bKHUM, BPaxOBYIOUH pyiHiBHUH niepebir XB, anani3 myraniii rera ATP7B y niteit
NAI[IEHTIB € OOTPYHTOBAHHUM.
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Baxxko niarHoCTyBaTH TeTepO3UrOTHOIO HOCIA T'€Ha JOCTOBIPHO, ane OpaTH Ta
cecTpH 13 3a(iKCOBAHOI MYTAIli€l0 B OKPEMHUX BHUIIQJIKaX MOXYTh OpaTh y4acTh y
CKPUHIHTY Ha OCHOB1 MyTalliifHOTO aHami3y. SKiio MyTailiro(i) B OKpeMOMY BUITAJIKY
HE BUSBJICHO, BUKOHYETHCS aHali3 POJOBOAY 3 BHUKOPUCTAHHSAM TaIUIOTHIMIB, IO
0a3yeThcsa Ha mosiMop(i3mi TeHiB, MO0 CynpoBOKYyIOTh XB. Ileli anami3 Bumarae
imeHTUikaIii KOHKPETHOTO MarfieHTa 3 6€3CyMHIBHUM JiarHo3oM XB 3 #ioro ciMm’ero.
JIHK Bumaraerbcst Big 000x OarbkiB. I1OTIM JOCHIIKY€ETBCS TallJIOTHII Ha OCHOBI
MOCIIOBHOCTI ~ CTPYKTYpH  NUHYKJIEOTHA 1  TPUHYKJICOTHUI, JOCIIKCHHS
noBToproeThest 1moA0 ATP7B 3 mopiBHsSHHSM Yy mamieHTa Ta #oro cimf.
YcnankyBaHHS — «acoIlifOBaHMX 13  3aXBOPIOBAHHSM»  TAaIJIOTUINIB  JI03BOJISIE
BU3HAYHTH, UM € JIIOJMHA HE 3YCTUICHOIO 3 TEHOM, TeTepO3UTroTHa abo JIHCHO XBOpa
[74]. TeneTndHe TeCTyBaHHS € €IUHUM JOCTOBIPHUM METOJIOM IS BiJOKPEMIICHHS
reTepO3UroT BiJ TOMO3UTOT cepell OpaTiB 1 cecTep.

Komenmap pooouoi epynu. Komnnexcna JIHK-0iaenocmuxa 6 cim’sax exurouae
8 cebe nouyK Haubdibe PO3NOBCIOONHCEHUX Mymayii y xeopoeo ma wenpsamy JTHK-
OdiacHOCMUKY Oas [HwuUXx Oimetl Mi€i e NOOPYIHCcHbOI napu. Y eunaoxy, sakuo &
KAIHIYHOMY OIA2HO3] OUMUHU He BUHUKAE CYMHIBY, ajle NPUUUHOI X80pOoOU He € Yacmi
mymayii, nenpsama J[HK-Oiaenocmuka 00360718€ GuU3HAUUMU, YU YCNAOKYSAIU [HULI
oimu 6 cim’i xpomocomu 13, aKi cnienadaroms 3 XpoOMOCOMAMU X8OPOI OUMUHU.

B oanuii wac me icuye occoonux eghexmuenux Oiomapxepie abo memoois,
APUOAMHUX OJIs1 CKPUHIHZY HOBOHAPOOdCeHUX Ha XB. Bukopucmanus yepyioniasminy
0151 CKPUHIHZY HOBOHAPOONCEHUX MA 8 NeOlampuyHill NpaKmuyi Mae o0OMediceHi
pesynomamu.  Hewooasno — 3anponomoeéana  piounna  xpomamoepagis 3
MOHIMOPUHSOM MHOJCUHHUX — pearyill Mac-cnekmpomempieio (Liquid
Chromatography — Multiple Reaction Monitoring — Mass Spectrometry — LC-MPM-
MC). lle naditina mexnono2is, Wo modxice 00360IUMU KIIbKICHEe BU3HAYEHHS Oe3niui
nenmuoié 3 HU3bKOK MACOH. 3aCMOCY8AHHA MAKOI MEXHON02I Modice noeuumu
docnioxcenusn XB ona excnpecii 6inka, docniodcenHs biomapkepis, diacHOCMUKU ma,
moxcaueo, ckpuniney (14).

B cyuacnux ymosax oyau ioemmudgbixosani exce nonad 550 mymauyiu, wo
nos’azaui 3 XB. [losisa Hacmynno2o noKOJIIHHA CeK8eHYBAHHSA 8IOKPUBAE HOBY epy Ois
MONCTIUB020 WBUOKO20, 8 00UH KPOK, susisienns ecix mymayiu (15).

KJITHTYHI PEKOMEHIAIIT (1 uactuna)

e JliarHo3 xBopoOu BinbcoHa Mae po3rnsgaTHch y OyIb-SKHUX BHIIAQJKaX MOPYIIEHb (YHKIT
NeYiHKM abo0 PYXOBHUX HEBPOJIOTIYHMX pO3JAIIB HEyTOYHEeHOoi eTtionorii. Bik He mae Oytu
MIPUYMHOIO JJIS BIAXUIIEHHS JllarHo3y XBopoou Binbcona

GRADE I11-2, A, 1
AASLD Knac I, Piens B
e XBopoba BinbcoHa Mae po3risgaTHCh Y OY/Ib-sIKOTO MAIllEHTa 3 HEYTOYHEHUM 3aXBOPIOBAHHSIM

MEeYiHKM B KOMOIHAITIT 3 HEBPOJIOTIYHUMH YH TICUX1aTPUYHUMU PO3JIaIaMU

GRADE I1-2, A, 1
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AASLD Kaac I, Piens B
e OOcTexeHHsT Ha BUsBIEHHsA Kinenps Kaitzepa-dielimepa mMae TPOBOJUTHUCH 3a JIOIMOMOTIOO

IIUTMHHOI JIAaMITA JTOCBITYEeHUM JikapeM. BiacyTtHicts kinens Kaiizepa-®neliniepa He BUKIIOYAE
miarHo3 xBopoOM BinbcoHa, HaBiTh y TAli€HTIB 3 IMEPEBAKAHHIM O3HAK HEBPOJIOTIYHOTO
3aXBOPIOBAHHS

GRADE 11-2, A, 1
AASLD Kaac I, Piens B
e OriHKa HEBPOJIOTIYHOTO CTATyCy Ta 300pa)KE€HHS TOJIOBHOTO MO3KY, SIKe OakaHO OTPpUMATH 3a

nornomororo MPT, mMae Opatuch 10 yBaru mepej JIKyBaHHSAM YCiX IMAIIEHTIB 3 HEBPOJOTIYHOIO
dbopmoro xBopoObu BilbcoHa Ta € 4YaCTHHOK MIarHOCTUKH B OyIb-SKHUX TMAII€HTIB 3
HEBPOJIOTIYHHUMHU CUMIITOMaMH, 110 € XapaKTepHUMHU JIJIsl XBopoOu Binbcona

GRADE I1-2,B, 1

AASLD Kuaac I, Pisenn C

e HwusbKka KOHIEHTpAIis IEepYIIOIUIa3MiHy CHPOBATKH KPOBI Ma€ PO3IIISIATHCS B SKOCTI JIOKa3y
niarHo3y xBopoOu Binbcona. IlorpaHuyHi 3HaA4eHHS BUMAralTh MOJAJIBIIOTO OOCTEKEHHS.
Iepynomna3mid CUpOBaTKM KPOBI B MeEXaxX HOPMAJIbHHX 3HAYCHb HEOOOB’SI3KOBO BHKIIIOYAE
JlarHo3

GRADE 11-2, A, 1
AASLD Kuaac I, Pisenn B
e basanpHa 24-ToaMHHA €KCKPEIis Mifi 3 cedero >1,6 MKMOJIb € TUTIOBOIO JIJISI CUMITOMATHIHHX

MaIienTiB. Y JITEH 3 JISTKMM CTYIICHEM 3aXBOPIOBAHHA TEUiHKU Oa3anbHa 24-TOAMHHA €KCKpeIis
M1/ 3 ceuero MoxXe OyTH JIle He3HaYHO MIJBUIIEHa a00 HaBITh OYTH B Me€XaX HOPMU. 3HUKECHHS
rpaHuyHoro piBHA g0 >0,64 MkMonb/24 rox MoXe OYyTH KOPHUCHHMM JJIsl  BHSIBICHHS
aCHUMIITOMaTHYHUX MAI[i€HTIB, ajleé IpU bOMY OyJle HUXKUYe YYTIUBICTh, TA B I[I0 TPYNy MOXYTb
YBIMTH Nali€eHTH 3 IHIIMMHU YpaKEHHSIMU NEUiHKU

GRADE I11-2,B, 1

AASLD Kuaac I, Pisenn C

e BMicT MiAl MapeHXIMU MEYIHKHM >4 MKMOJIB/T CyXOi Macu € BU3HAYHUM JI1arHOCTUYHUM
KpUTEpieEM, 10 Ma€e OyTH BUKOPHCTAHHMM Y CKJIQJHUX BHIAJKaX Ta MOJOAMX MAalll€HTIB. Y
MAIIEHTIB, K1 HE OTPUMYBAJIH JIKYBaHHs, HOpMadbHUM BMIcT Mial nedinkH (<0,64-0,8 MKMOIb/T
CyXO0i Macu) Maii’e 3aB>KIH1 BUKIIIOYAE J1iarH03 XBopoou BinbcoHa

GRADE 111, B, 2

AASLD Knac I, Piens B

e AHaii3 MyTamii 3a JONOMOTOI0 CHelu(iYHUX ajedbHUX Mpo0 YM BHU3HAYEHHS CTPYKTYpHU
[IJIOTO T€Ha Ha JaHWW 4Yac € MOMJIMBUM Ta MOoCcTymHuM. CrienndidHe TOCTIKEHHS Ha MPEAMET
B1JIOMHMX MYTalliil UM raryIOTUIHUM aHaii3 Ma€ OyTH OCHOBHUM METOJIOM CKPUHIHTY HalOIMKUnX
pOAMUIB MAIIEHTIB 13 XBOpoOoto Bibcona

GRADE II1, B, 2
AASLD Knac I, Piens B
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MeaukamenTo3He JikyBaHHs. [licis BcraHoBieHHs giarHozy XB nikyBaHHs
Mae OyTH JOBIYHMM. Y MeEIUKaMEHTO3HIM Tepamii XB 3acTOCOBYIOTH JEKLJIbKa
mpemnapatiB - (IUB. HIK4YE), IPOTe Opakye BHCOKOSKICHMX JOKa3iB IIOAO0 iX
edektuBHOCTI. Ile moTpeOye mpoBeneHHs OaraToueHTpOBUX mnpocnekTuBHUX PKJI
[81]. HeoOxigHO mimKpecauTH, IO IJs MalieHTiB 3 XB BaJIHMBUM € MOCTIHHUI
MOHITOPUHT HE TIJIbKM Ha BUIMOBIIHICTH TEPANEBTUYHOI 103U Mperapary, aiae i
BUHUKHEHHS MEJIMKaMEHTO3HO-1HAYKOBAHUX MOOIYHUX 1.

D-neniyunamin. 3paTHICTh Tpenapary yTBOPIOBAaTH XeJlaTHI CIONYKH 3
MIJIITIO, SIKI B TTOAQJIBIIIOMY BHBOJSATHCS 3 OPTaHI3MY 3 CEUCI0, pOOUTH MOTO 3aCO00M
BUOOpY i JikyBaHHS XB. D-merimmiamid MoOKe TaKOX TiSTH MUIIXOM 1HIYKITI
cuHTe3y MertajoTioHiHiB [82]. IlouaTkoBi m03m mpu Tepamii ckiamarts 250-500
Mr/g00y 3 mocTynoBUM (KOxH1 4-7 1HIB) 30UIbIIEHHSM 103U Ha 250 Mr g0
mikyBampHO1 g03u  1000-1500 wmr/moGy. Jlms mitedt TepameBTMYHaA po03a D-
neHinuiaamMiny ctaHoBuTh 20 Mr/kr/mo0y. J1o00By 103y pO3AUTIOIOTH HA JIBa-4OTHPU
IpUIOMH Ta MpPU3HAYAIOTh 3a 1 Toj. abo yepe3 2 roA. micis npuiiomy ixki. Axmio D-
MEHIUIaMIH TPUIUMAETHCS 3 1’Keto, HOT0 BCMOKTYBaHHsI HoripuryeThes 10 50%.

I[Ipu  3actocyBanHi  D-meHinmiamMiHy  pO3BUBA€THCA  HEIOCTATHICTh
MNIpUAOKCUHY, III0 BHUMAarae JOJAaTKOBOTO TIOCTIMHOTO BXKMBaHHS BiTamiHy B6
(mipunokcuny) B 1031 25-50 mr/mno0y.

Kopexkuist 1o3u D-neHinunaminy MpoBOJUTHCS 3a 3HIXKCHHSIM PiBHS J1000BOi
eKcKpewii Mial 3 cedero. Lleil moka3HUK € HaWBHMILKMM MICS MOYaTKy JIKYBaHHS Ta
Moxe nepeBunryBati 16 mxmons (1000 mkr). foOoBa exckpewist Mial 3 Ce4Yero MiA
yac JIIKyBaHHS Ma€ CKJIagaTH OJU3bKO 3-8 MKMOJIb.

LepynoruiasMiH 1HOJI JIE€KLIbKAa 3MEHUIYEThCA MICHS MOYATKy JIIKYBaHHS, Ta
OIlIHKA «BLILHOI» Mil 103BOJISE TOOAYUTH, UM BiOyacs 1 Hopmaitizaris [83].

JUist miATBep/KEHHST €(PeKTUBHOCTI MPU3HAYEHOT J03M Ipenapary BUIIJICHHS
MIJIl 3 ceuero 4epe3 JBa JIHI MICHs MPUMMHEHHS npuiiomy D-nieHinuinaminy mae O0yTu
menmie 1,6 MxMonb/24 romunu. IlokasHHMK, IO TEPEBUIIYE 1€ 3HAYCHHS, MOXKE
BKa3yBaTH Ha HEJIOTPUMAHHS TalliEHTOM Tepamrii. B Takux BuUmagkax «BUIbHA» Milb
Oyne migBuieHa Ao OutkIm HiX 15 Mkr/n. s TpuBamoro niKyBaHHS HANOUIBII
BaroMUM TOKa3HUKOM €(EKTUBHOCTI € TMOJINIICHHS KIIHIYHOI Ta J1abopaTopHOi
KapTHHHU.

D-nenimmnamia  mBuaKO BCMOKTyeThess y IIIKT 3 yTBOpeHHsSIM aBoropOoi
KpuBOi KuUIIKOBOi abcopOmii [84, 85]. Ilpu abcopbuii 80% D-neninunaminy
3B's3ye€Thcsl 3 OlUTkamu 1iazMu. buibiie 80% D-mneHinuiamMiHy BHUBOJIUTHCS 4depes
Hupku. HamiBpo3nag D-meHinwiaminy CTaHOBUTH, SIK mpaswio, 1,7-7 ron., ane
3QJICKUTH BIJl IHAWBIAYaTbHUX OCOOJIMBOCTEHN JIHOIUHH.

YucleHHl JOCHIKEHHSI CBIAYaTh Mpo €(EeKTUBHICTh D-NeHinuiaMiHy Mpu
mikyBanHi XB [86-88]. VYV mnaiieHTiB 3 ypakeHHSM TNEYIHKMA BIJHOBJICHHS il
CUHTETUYHOI (DYHKIIIT Ta 3MEHIICHHS KJIIHIYHUX O3HAK BIIOYBAETHCS, SK MPABUIIO,
MPOTATOM TepIux 2-6 MiC. 3 MOAAIBIIUM TOJIMIIEHHSIM MPOTATOM IMEPIIOr0 POKY
nmikyBanHs. HemoTpumanns Tepamii TPU3BOAUTH 10 3HAYHOTO  TIpOrpecy
3aXBOPIOBAHHS MEYIHKM Ta TOCTPOI MEUYIHKOBOI HEJOCTATHOCTI MpoTsrom 1-12 wic.
MICJIsl IPUMUHEHHS JIIKyBaHHSI.
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Y nmaumieHTiB 3 HEBPOJOTIYHMMU TposiBaMd XB yCyHEHHS CHMITOMIB
B1I0YBa€ThCS TOBUIBHIIIE, 1HOAI MO3UTHBHI 3MIHM CTAalOTh TMOMITHI TUIBKW IICJIS
TprOX pokiB JikyBaHHs [88]. Ha mouaTkoBiii cranii jikyBaHHsA D-TmeHinuiamMiHOM
BI/I3HAYAIOTh TOTIPIICHHS HEBpoJioriyHoi cumnroMatuku B 10-50% mamieHTiB.
[IpoTe Take crocTepiraloTh K IpH 3acTOCyBaHHI D-meHinuIaMuny, Tak 1 TPIEHTUHY
a0o 1uHKy. lle moB's3aHO 3 IHAYKIIIE€O 3HAYHOI MOOUTI3AIil MiAl 3 TEYIHKHA Ta
BIIKJIAJICHHAM 1i B 0a3ajdbHUX sIpaX TOJOBHOTO MO3KYy. OcCOOJIMBO MiACHIIIOE
HEBPOJIOTIYHY CHMIITOMATHKY, 4YacTO JO HE3BOPOTHUX HEBPOJOTIYHUX 3MiH,
npu3HaueHHs Bifpasy BHUcokoi go3u (1500 mr/moOy abo Oinbiie) abo MOBTOpHE
NpU3HAYCHHS JTIKYBaHHS B MAaII€HTIB, SKi MPUITMHUIN TEPAIiio Ha TPUBAJIMIA yac.

[Tpuitom D-neninmnaminy Mo>ke CympOBOJIKYBATUCh YUCICHHUMHU MOOIYHUMHU
nposiBamu. I[lpubmuzno y 30% mnaimieHTIB BOHM MalwTh BaXKUW Mepedir Ta
notpeOyroTh BiaMiHu mpenapary [86, 89].

bmmsbko 25-30% mamientiB 3 XB Ha Ti Tepamii JIEeMOHCTPYIOTh TOCTPY
aJIEpriYHy PEaKIliio y BUIJISAI IIKIPHOTO BUCHITY, TapsiuKu, KPOMUB'SHKU. MOKITUBUN
PO3BUTOK MIATOCTPOi TOKCUYHOT PeaKilii MpOTATOM MEPIINX TPhOX THUKHIB JIIKYBaHHS
y BUTJIAII IPOTETHYii, TiMbaaeHonartii, HeUTporneHii abo TPOMOOIIUTOMEH1.

D-neninunaMid Tepenikokae 3acBoeHHIO kojareHy [90] Ta Mae naesky
iMyHOcymipecuBHy 1it0 [91, 92]. Tomy MOXIMBHIA TOKCUYHUN BIUIMB HA MIKIPY
(Tpodiuni 3MiHM mIKipH, AedekTH y (GopMyBaHHI pyOIICBOi TKaHHWHHU, «elastosis
perforans serpingosa» [93], BHACIIIOK TOKCHYHOTO BIUIMBY Ha KOJareHOBI BOJIOKHA,
MO>KJIMBHM PO3BUTOK CIAOKOCTI CYJMHHOI CTIHKH), IMyHHY CUCTEMY — 3 PO3BHTKOM
ayTOIMyHHUX 3aXBOPIOBaHb (CUCTEMHUN UYEPBOHHI BOBYAK, apTPUTH, IiIBUIICHHS
AHTUHYKJIEApHOTO (PaKTOpy), a TaKOX 3HMKEHHSI PE3UCTEHTHOCTI 10 1H(heKmin. Y
3B’SI3Ky 3 LIHMM, Mepel 3alUIJaHOBAaHUM XIPYpriyHUM BTPYYaHHSM JI0OOBY 03y
npenapary ciai 3Hu3UTH 10 250 mr. JlikyBaHHS 13 3aCTOCYBaHHSIM BEJIMKHX 103
npernapaTy MOHOBIIOIOTh TUTBKH MIC/IS OCTAaTOYHOIO 3aTOEHHS ONEpPAIliiHUX paH.

Cepen mi3HIX peakIliii 3BepTaloTh yBary Ha TOKCUYHICTh BITHOCHO KICTKOBOTO
MO3KY, IO TMPOSIBISETHCS BAXKKOI TPOMOOIMTONEHIEID a00 TOTAIBHOIO aruiasi€lo;
HEe(POTOKCUYHICTH Y BUTJISIII MPOTETHYPIi a00 MOSB1 KIITUHHUX €JIEMEHTIB Y Cei.

Hy>xe mi3H1 mo01uH1 e(eKTH 3yCTPiuaroThCs PiJIKO, CEpPel HUX BIOMI TakKi, SIK
MmiacteHis [94], moaimMi03UT, BTpaTa CMaKy, 3HW)KEHHS IMyHOTJIO0YIIiHY A, CepO3HUN
petuHiT. BuHukHeHHs Ha (DOH1 JIKyBaHHS CHAEPO3Y MNEYiHKKM OyJIO BIAMIYEHO B
NAIiEHTIB 31 3HIKEHUM pIBHEM IepyJomiasMiHy Ta «BuUTbHOD» Mimi [95].
[lepenosyBanns D-meniminaMiHOM MOXe€ MPU3BECTU JO 3BOPOTHOI CHUIIEPOOTIACTHOL
aHeMii Ta TeMOCHJIEPO3Y.

Po3BuTok moOiyHMX eeKTiB MOXe MOTpeOdyBaTH NMPUIUHEHHS mnpuiiomy D-
NEeHIIUIaMIHy Ta MPU3HAYEHHS! 1HIIOTO aJbTEPHATUBHOTO JIIKYBaHHS.

Komenmap pooouoi cpynu. D-neniyunamin — cunmemuunuu npenapam,
npooykm posnady neHiyuniny. Tomy nayicumu 3 anepei€io Ha NeHIYUIiH MONCYMb
oymu cencubinizosari 0o D-neniyunaminy.

Axwo nikyeanus Oyn0 npununeHe 3 OyOb-AKUX HNPUYUH, U020 Ci0
NOHOBI08AMU, NOYUHANOYU 3 HUZLKUX 003 3 HOCMYNOBUM 30LIbULEHHAM OO0
00Cs12HEeHHA eheKMUBHOI mepanesmudHoi 003u.
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s smenuenns nobiunux epexmie D-neniyunaminy neobxiono monimopysamu
pe3yibmamu  mepanii ma BUKOPUCMOBYBAMU MIHIMAILHO egeKmusHy 003y 4u
KOMOIHy8amu 1io2o 3 npenapamamu yuuky. OcmaHne nompiObHO He MIiNbKU 0/4
3MEHUIeHHSI 6CMOKMYBAHHA MIOi 6 KUUWeYHUKY, ane U 0/ KOMNEHCY8AHHA 8mpam
YUHKY Npu mepanii xeiamamu.

lloxazanuam 0o kombinosanoi mepanii abo nepexody Ha iHWI npenapamu €
Hecamusna npooa 3 D-neniyunaminom i Hopmanizayisis KOHyeHmpayii «8inbHOL» Midi
CUpoBamKU 8 2-X NAPHUX 3 IHMEp8anomM 6 3 MiC. OOCNIONCeHHAX OOMIHY MiOi.
Ilpasunvno nposedena Hecamusna npoba 3 D-neniyunaminom npu nioguweniil
KOHYenmpayii «8iibHOLY MIOi c8i0uumb Nnpo HeepexmusHicmv npenapamy ma €
NOKA3AHHAM 00 U020 3aMIHU.

Cmitike 3meHuenHs: 0000801 exckpeyii mioi 3 cevero Ha mi eucoxoi oozu D-
NEHIYUNAMIHY C8IOYUMb NPO BUCHANCEHHST MKAHUHHUX 3anacié midi (3a 8UHAMKOM
[[HC). 3aniznenns 3i 3HUMNCEHHAM 003U 8 yell nepiod Moxce CApUsmu nio8UUEeHHIO
eKcKpeyii 3 cewero IHWUX eleMeHmié [ Ni0suUWy8amu GipOCIOHICIb PO3BUMKY
nobiunux egexmis. CeoecuacHuil nepexio Ha NIOMPUMYIOYY mMepanio 0coOIUBO
sadicnuguti Onisi oimeu. 3anacu MiOi 8 OpeauizmMi 8 HUX ICMOMHO MEHWi, HINC Y
dopocaux, 1 IX BUCHAdCEHHA 8I00YBAEMbC WBUOUe, OCKIIbKU 4aCMUHA Mioi
BUKOPUCMOBYEMBCSA HA 3a0e3NeUeHHsl 3DOCMAHHI OP2AHIZMY .

Taxum wunom, npu szacmocysanti D-neniyunaminy nompiben nocmivinuil
Koumponb 3 0oky aikapsa. Ilpu npogsedenni mepanii HeoOXIOHO  YB8ANCHO
O3HAUOMUMECL MA YIMKO 000EPHCYBAMUCH NOJIOHCEHb IHCMPYKYIL 00 npenapamy.

Tpienmun. llpenapaT TpHUETWIEH TeTpaMiH JUTiApoXJopun, uu 2,2,2-
TeTpamiH, OyB BuHaiaeHui B 1969 p. sik anprepHatuBa D-neHinmiaminy. TpieHTHH €
XEJNaTopoM 3 TMOMIaMIiHNOAIOHOI0 CTPYKTyporo. XiMIYHO BiApi3HsA€eTbea Big D-
MEeHINUIaMIHY: B HhOMY HeMa CyJIbQTiAPUILHUX TPYH 1 MiJb XEJIaTyEThCS HMUISIXOM
dbopmyBaHHS CTAOUTHHOTO KOMITJIEKCY 3 HOTUPHOX aTOMIB a30TY B IJIOCKOMY KUTBITI.

IcHye Mano mocmiikeHb 010 (papMaKOKIHETUKH TPiEHTUHY. Bimomo, 1o BiH
noraHo BcMOKTyeTbes 31 LIIKT [96]. BBakaroTh, mo TpieHTHH 1 D-meHimumamiz
BIUTMBAIOTh HAa PI3HI YacTUHU Moyiekynu miai [97]. Pasom 3 mmum TpieHTHH, K 1 D-
TICHIIMJIaMiH, TTIOCHJIFOE KCKPEIII0 MiJIl 3 CEUCIO.

TpientuHn Bu3HaOTH e(EeKTUBHUM 3acoboM i JikyBanas XB [98, 99].
[Ipemnapat po3poOJIsIBCs J1s MAIlI€HTIB, SIK1 MaJid HEMEPEHOCUMICTh D-TieHiluiIaminy,
a TaKOX JIJIsl BUIAJIKIB 3 KIIIHIYHUMU O3HAKaMM MOT0 MOTEHIIMHOI HeTIEPEHOCUMOCTI
(npu Oynb-IKOMY 3aXBOPIOBaHHI HUPOK B aHAMHE31, 3aCTIMHIA CIUIEHOMEraii, 1o
BUKJIMKAJIA TSHKKY TPOMOOIIMTOICHIIO, TEHACHIIT 10 ayTOIMYHHUX IPOIIECIB TOIIIO).
OpHak TpIEHTHH JOBIB TaKOX CBOIO €()EKTUBHICTH SIK 3aC10 NEPBUHHOI Teparlii HaBITh
y MAI[I€HTIB 3 IEPBUHHO JIEKOMIICHCOBAaHUM 3axBoproBaHHsM nevinku [100, 101].

[To61uni edekTr pu Teparii TPIEHTUHOM 3yCTpIYaloThesl HabaraTo piaimie, HiX
npu  JikyBaHHI  D-medimiaminom. Hemae  moBigomiieHb  mpo  peakinii
rinepuyTiMBoCTi. BKa3iBkM Ha MAHIUTONEHIIO TaKOXK piakicHI. OCKIIbKUA TPIEHTHH
OJTHOYACHO 3 MIJUTIO XeJaTye 3a1i30, HEOOX1THO YHUKATH CIUIBHOTO BBEIEHHS 1IbOTO
mpernapary Ta mpernapaTiB 3ajii3a, BpaxOBYHOYH, IO X KOMIUIEKCH MalOTh TOKCHYHI
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epextu. Hacmigkom HaaMipHOi Tepamii TpPIEHTUHOM MOXE CTaTH OOOpPOTHA
cizepoOacTUUHa aHEMisl.

[Ticns moyaTky JIIKyBaHHS TPIEHTMHOM  CIIOCTEPITAETHCA  IMOTIPIICHHS
HEBPOJIOTIYHUX CHMIITOMIB, TIPOTE€ II€ BHUHHUKAE piame, HDK npu Tepami D-
MIEHIINIAMIHOM.

[ToGiun1 peak1iii, IO CIOCTEpiraloThcs Mpu Tepamili D-NeHinuIaMiHOM,
3MEHIYIOThCSI TIPU 3aMiHI WOTO HAa TPIEHTHH; TPHU HOTO TPHUBAIOMY NpUIOMiI HE
BiJI3HAYAETHCA 1X PEIUINB.

Ha mnouatky Tepamii Tpi€eHTHH, 3a3BHyaii, Npu3Ha4daeTbcs B 1031 750-
1500 mr/mo0y; tumose go3yBanHs — 900-2700 Mr/mo0y; mo3a MiATPUMYIOYOi Teparii
ckaagae 250-500 mr/mo0y. Y mitei mo3a ctaHoBuTh 20 MI/KT Macu Tina Ha A00y.
J1oO0ByY /103y pO3JIUIIOIOTH Ha JABA-TPU MIPUHOMU Ta MpU3HAYAIOTh 3a 1 roj1. abo uepe3
2 roa. micis NpuiioMy 1xKi.

TabneTku TPiIEHTUHY HE MOXKYTh JJOBIO 30€piraTucs Mpu BUCOKINA TeMreparypi
HABKOJIMITHROTO cepenoBumia. lle craHoBUTH mpoOiemMy [JIs MAIllEHTIB, SKi
MOJIOPOXKYIOTh y CIIEKOTHI KpaiHHU.

[IpuHIIUTIN MOHITOPUHTY Teparlii TPIEHTUHY Ta OI[IHKHU i1 €()eKTUBHOCTI TaKl XK,
K ¥ py BUKOpUcTaHHI D-nieHinunamMiny.

Komenmap pooouoi epynu. Ha uac niocomosxu oamoi AKH 6 Ykpaini
MPIEHMUH He 3apeECmpPoBaHUL.

Hunk. \na mikyBanHs XB uumHk OyB Bhnepuie 3acrocoBanuil llloyBinkom y
[Nommannii Ha mouatrky 1960-x pp. [102]. Mexani3m #oro mii € BiAMiHHAM Bim Iii
D-neninuiiaMiHy Ta TPIEHTUHY: HUMHK 3B’SI3Y€ MiJlb Y KHILIEYHUKY, L0 MEPEIIKOIKAE
ii BcmokTyBanHio 3 IIIKT. Minpb, 1m0 He BCMOKTajacsi, BUBOAUTHCSA 3 (eKaIbHUM
BMicToM [120]. Ockinbku miaps Takox norparuisie B LIIKT 31 cnuHM Ta MITyHKOBOTO
COKY, JIIKYBaHHS IIMHKOM MO BIUTMBATH Ha OajaHc Miai, BUAaysitoun ii 3 aemo [103,
104]. Kpim TOrOo, HMHK CTUMYJIO€ BHUPOOJCHHS METAJOTIOHIHY EHTEPOLUTAMH,
YTBOPIOIOYM Oaratuii Ha IHUCTEIH OUIOK, KWW € SHAOTEHHUM XeJaTOpOM MeETaiB.
MertanotioHin Mae 6ubiy adiHHICTH 0 M1/, HIXK JI0 IIMHKY 1, TOMY, 3B’ SI3YIOUHCH 3
MIJIJTI0, TPHCYTHHOIO B EHTEPOIMTAxX, OJIOKye i1 HAIXOHKCHHS B TMOPTaIbHUMA
KpoBOOOIr. [luHK TakoXk MOXE BUKJIMKATH 3POCTaHHS TEMaTOLETIOISIPHOTO
MetanoTioHiny [105, 106], 3amo0irarour TakuM YUHOM HAJUIMIIKY TOKCHYHOI M,
110 TIOTIEPEIKYE TeMATOIETIONIIPHE YPaKEHHS.

BukopucroByrothcsi pi3Hi coii  1MHKY (cyiabdar, amerar, TJIIOKOHAT).
PexomeHnoBana o03a cTaHOBUTH 150 MTI eleMeHTapHOTO IUHKY / JAeHb (I IiTeH 3
Macoro MeHme 50 kr — 75 wmr). Jlo60oBy 103y pO3AUIIOIOTH HA TpU MPUHAOMH Ta
npu3Hayaioth 3a 30 xB. g0 mpuidiomy ixi. [lpuifoM mnpemapaTiB LMHKY 3 1KEIO
HeperKo/pKae foro abcopoii [107].

Uu mae mepeBarv MO€IHAHHS Teparii [MUHKY 3 XeJaTopaMu, MOKU HE BIJOMO.
BukopucTtanHs 1TMHKOBOI COJII HE MOCWITIOE €PEKTUBHICTh, aje MOXE BIUIMHYTH Ha
nepeHocumicThb Tepamii. [Ipore, mo00 yHUKHYTH aHyIIOBaHHS €(EKTUBHOCTI LIMHKY
XeJlaTopaMu, MatoTh OyTH Pi3HI TOJUHU IPUHOMY.
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AneKkBaTHICTh Teparmii 3 IMHKOM OIHIOIOTH 3a TOJIMIIEHHSM KIIIHIYHOT Ta
010X1IMIYHOT KapTUHH Ta MIJSIXOM BUMIPIOBAaHHS J000BOi €KCKpEIlli Mifl B cedi, sKa
Mae OyTH MEHINO0, HDK 1,6 MKMOJIb TIpu cTabuLIbHOMY JiKyBaHHI. KpiM Toro, mae
3HIJKYBAaTUCS «BUIbHA» MijJb. EKCKpeIlisi IIMHKY 3 Ceuer0 MOKE€ BHUMIPIOBATHUCS 4Yac
BiJl Yacy JUIsl KOHTPOJIIO BUKOHAHHS MMallIEHTOM ITPU3HAYEHb.

[unak mae nexiapka mooiyHux edekrin. [lommpeHnoro mpobdIeMor0 € MUTYHKOBE
MOJIPA3HEHHS, KE MOXE 3aJIeKaTh B COJI, IO 3aCTOCOBYeThbCs. L[MHK Mae nesky
IMYHOCYTIPECUBHY JIiI0 Ta MOK€ 3HMUKATH XEMOTAKCUC JEHUKOLMTIB. 3pOCTaHHS PiBHS
Jina3u Ta/abo amilia3u B CHPOBATLI MOXYTh 3ycTpiuaTucs 0e3 OyIp-sIKHX O3HaK
naHkpeatuty. [loripieHHs HEBPOJIOTIYHUX CUMITTOMIB JIUIS ITUHKY € HEXapaKTEPHUM
[108, 109]. Joci He BCTaHOBIIEHO, Y € OE3IMCYHHM IS MAI[iEHTIB 3 MOHMKEHOIO
(YHKLI€0 HUPOK MPU3HAYEHHS BUCOKUX J103 IIUHKY.

binbmiicte  pe3ynbTaTiB  JOCHIIKEHb 3  LMHKOM  0a3yloThCid  Ha
HCKOHTPOJIbOBAHUX JOCIIKCHHSAX 3 JA03yBaHHAM Bix 75 1m0 250 mr Ha moOy [110].
[{uHk, ¥MOBIpHO, MeHII €()EeKTUBHUN, HI)K PEKOMEHJIOBaHI XeJaTopH, B JIIKyBaHHI
XB, npore KIHIYHUX JOCIIKEHb Ay>KE€ Majlo Ta BOHU HE OyJiM KOHTPOJIbOBAHUMHU
[111]. Xoua IMHK BBa)KAEThCS MpenapaToM JUIs MiATPUMYFOUOI Teparlii, BiH TaKOX
BUKOPUCTOBYETHCS B SIKOCTI Tepamii MepIoi JiHii, HailyacTilie B aCUMIITOMAaTUYHUX
ab0 PeCUMNTOMATUYHUX MAIlieHTIB. BiH Mo)ke OyTH HE HACTUIbKU €(EKTUBHUM, SIK
D-neninunamig, aje Kpaiie MepeHOCUThCS. Pe3yabTaTu TOCIIIKEHb Cepel JOPOCTUX
namieHTiB 3 XB nmokaszanu ioro xopoury e(peKTHBHICTb.

VY Hinepnangax 17 naiiedTiB 13 cumnToMamMu XB JiKyBaJIUCs TUIBKUA [IUTHKOM 3
mexaianoto crnoctepexkeHHs 14 pokiB [110]. Ilizcymkm mikyBaHHS y BHUMAAKax
HeBpoJoriuHoi popmu XB Oynu 3arajiom XOpOIIUMHU.

[Ipu neuinkoBiid popmi XB MoHOTEpamnisi BUKIIIOUHO IIUHKOM € cripHoro. [1o-
nepiie, npyu nepeBakaHHl MEYIHKOBOIO YpaKeHHsI OyJid OTpUMAaH1 MEHUI 33J0BUIbHI
pE3yNIbTATH, 1110 MOKE OYTH OB’ S3aHO 3 MEHIIIOI €(EKTUBHICTIO BUIAJICHHS Mijl. Y
JIBOX TAIlIEHTIB 3 TMediHKoBow ¢opmoro XB BimOymace mporpecis 10
JIEKOMITEHCOBAHOTO CTaHy Ta y JBOX TMAIlIEHTIB 3 HEBPOJIOTiuyHOIO ¢opmoro XB
PO3BUHYJIMCH TI€YIHKOBI CHUMIITOMHU. 3apeecTpOBAHUN BUMAJAOK 3 TMEYIHKOBUM
HOTIPIICHHS MICJIsA MOYaTKy NpUHOMY IIUHKY, 110 MaB ¢aTanbHe 3aBepiiueHHs [109].

OTxe, HE3BAKAIOYM HA T€, III0 MOHOTEpAIisi IIMHKOM BHJIA€THCA €(PEKTUBHOIO
Ta 0e3MeYHOl0, HeOOXiHAa MeBHA 00EpPEeXKHICTh WOTO 3aCTOCYBAaHHS B TAII€HTIB, a
TaKOX IIPU ACUMITOMAaTUYHOMY Iepediry cepea OpaTiB 1 cectep xBoporo Ha XB.

Bararopiuni pe3ynapTaTh pi3HUX METOJIB JIIKyBaHHS 288 HIMEUbKUX 1
aBCTPIMCHKUX XBOpuX 3 XB mokaszamu, 1o B OLIBIIOCTI MAIl€HTIB JIIKYBaHHS
XeJaTylOYMMH areHTamMu abo cojisMu HMHKY Oyio edexktuBHuM. [IpoTe mepemara
HA/IA€ThCS XEJIATYIOUUM areHTam, moo 3ano0irTy MoripiuieHHI0 cTany nedinku [111].
Ha mnportuBary, B MOJbCBKOMY JAOCHIKeHHI 164 malieHTiB He OyJlo >KOIHUX
BIIMIHHOCTEH y BWKMBAHHI cepejl MAIliEHTIB, K1 pO3MOYalid Tepamito 3 CyibdaTy
nmuHKy un D-menimiaminy [112]. CywacHl pexomeHpaamii BUMaraioTh, MO0 yci
narieHTyd 3 cumnromamu XB orpumyBanu xenatyrodi areHTH (D-menimmiamia abo
TpientuH) [1, 2]. Lluak MOXe BilirpaBaTh BaXKJIMBY POJb B SKOCTI Tepamii mepiioi
JiHIT y HEBPOJIOTIYHHUX MAI[IEHTIB.
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Amonin  mempamiomoniooam. Awmonii Terpariomonionar (AMT) e
MOTY)KHUM areHToM 3 BuaaleHHs Miai. AMT ¢opmye komruiekcu 3 Mijiro, 1110, 3
OJIHOT0 OOKYy, moripiyrTs i abcopobitito B IIIKT, 3 npyroro, B KpoBi BUSBISETHCS
MiJib, fIKa HEJAOCTYIMHA JJisg KiITuHHOTO TornuHaHHs [113]. AMT 6e3nocepennbo
3HMKYE TOCTaBKY Mijal y MetanoeHn3umu [114]. B manux nozax AMT Bunanse mias 3
METAJIOTIOHIHY, B O1IBII BUCOKUX J103aX (hOpMYy€ HEPOIUYMHHUM KOMILIEKC MiJi, KU
BiJKJIadaeThes y medinmi [115].

Ha crorogni AMT 3anuiaeTrbcst mpenapaTtoM eKCIepuMEHTaIbHOI Teparii Ta
MOKA HE € KOMEpIIHHO AocTynmHuUM. KITiHIYHI JOCHTIKEHHS MO0 3aCTOCYBaHHS
IFOTO TIperapaTy oOMexeHi. B sSIKOCTI KOHTPOIIIO MEpBUHHOI Teparii BUBYAIH 3MIHU
MOKa3HUKA «BIILHOT» MiJli B MAIIEHTIB 3 HEBPOJIOTTYHUMH MposiBamu XB Ha ¢oHi 8
TkHIB JikyBaHHI AMT [116]. 3a BucHoBkamu, AMT mponeMOHCTpyBaB BaroMwuii
BIUTUB IIOJI0 3MCHIIIEHHS 3HAY€Hb I[HOTO TIOKA3HHWKA. Y TMOABIHHOMY CIIIIOMY
nocmipkeHHi AMT 3HadyHO Kpallle KOHTPOJIOBAaB PIBEHb «BUIBHOI» Mifl, HIXK
TpieHTUH. Ha TpieHTHHI y 5 Mali€HTIB MOTIPIIMIUCH, HEBPOJOTIYHI CUMIITOMHU, IO
OyJ10 MOB’s13aHE 31 3HAYHUM CTPUOKOM PIBHS «BUIbHO» Mifi. JIOCHITHUKY BKa3yBaH,
mo AMT pigme npoBokyBaB HeBposioriyde moripmenns [117, 118]. Cepen
HNOTCHIIIHHUX TOOIYHUX €(EeKTIB pO3riIAAaloTh JEHpecito KicTkoBoro mMo3ky [119],
renatoTokcuuHicTh [120] Ta HAAMIPHO aKTHBHE BHIAICHHS Mifi, 10 TPU3BOIUIIO 10
HEBPOJIOTTYHOI TUCPYHKINT. 3aBAsKu TOTYXHOMY edekTy BuaaneHHs Mmigi AMT
TaKOX Ma€ aHTHaHTioreHHi epextn [121].

Komenmap pooouoi epynu. Ha uac niocomoexu oanoi AKH ¢ Yxpaini AmoHitl
mempamiomoniooam He 3apeccmposanuil.

Ha cvoeooni npoxooums ocmanms cmadis KIHIYHUX 6UNpPO0YBAHb HOBO20
npenapamy 0ns aikyeaunns XB - WTX101, axuii € cinno mempamiomoniooama (TTM).
TTM € Hogum xenamopom 3 VHIKAIbHUM MeXAHi3MOM Oii, KUl NPoOeMOHCMPY8As
Db WeUOKe ma YOOCKOHANeHe KepysaHHs sudaieHusam mioi 6 nayienmie 3 XB. Ha
BIOMIHY IO THWIUX XeNamopis, SKi Ymeopioms HeCmadiibHi KOMNIEKCU 3 MIOOI0 mda
IHUWUMU Memanamu (Hanpuxkiao, 3aai3oM i YUHKOM), 5IKi eusoosmucs i3 ceuero, TTM
YmMBOpIoe cmabinbHi KOMNIEKCU UbIpKo8o 3 Midi i Oinkie. L]i komniekcu 6UB00MbCsl
3 OpeanizMy 20N08HUM UYUHOM JHCOBYI0 34 PAXYHOK GIOHOGIEHHS NPUPOOHO2O
mapwipymy exkckpeyii mioi, axuu € nopyuwienum npu XB. TTM 3nudcye pusux
MUMYACOB020 30LNbULEHHS PIBHIO «BLILHOIY MIOI 8 NAYIEHMIB HA NOYAMKY Mepanii.
Toxpawenuit kKonHmponv mioi € OyxHce BANCIUBUM, OCKLIbKU Nnepexione 30L1bUuleHHs
«BIILHOLY MIOI nicliss nouamKy mepanii, K 68ANCAIOMb, BGUKIUKAE 000AMKO8e
nowKoO0XNcenHss mxkauut, ocooruso ITHC.

B kniniynux eunpobysanusx TTM eussuscs Oesneunum ma egpexmusHo
3HUJCYBAB piGeHb MIOI Npu Nputiomi 0OuH pas Ha 000y. OUikyemwvcs, wo maxuil
pedicum 003YBAHHA NOJINUUMbL OOMPUMAHHS NAYIEHMOM NOCMINHO20 NPUTIOMY
npenapamy ma 3MeHWUms KilbKicmb 6unaokie Heegexmusno2o nikysaumus. TTM
soice npomecmosanutl 6invw Hixe y 500 nayienmie 3 XB npomsieom 7 poxis (16).

Inwe meduxamenmosne nikysanusa. B sKocTi JOJATKOBOI Teparii MOXYTb
BiJ[irpaBaTH poiib AaHTHOKCUIAHTH, B OcHOBHOMY BiTamiH E [122-123]. ITpu XB Oyio
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BUSIBJICHO HU3bKMMH CHUPOBATKOBI Ta IMe4iHKOBI piBHI Bitaminy E [124, 125, 126].
Komu Bitamin E OyB nomanuii y cxeMy JiKyBaHHs, Oyso 3adikcoBaHO Jeske
MOKPAIICHHS CUMIITOMIB, aJie dOJHUX PETEIbHUX JIOCHIKEHb 3 1[Or0 MPUBOAY HE
OpPOBOJAMIOCH. TOMy TpPUIYCKalOTh, WIO0 B3aEMO3B’S3KYy MK  JediruTom
AHTHOKCHAHTY Ta KIIHIYHUMH CUMITOMaMu Hemae [ 125].

[IpumnyckaioTh J€sSKy pOJb aMITPUOTHIIHY B TONEPEIHKEHHI IMEYiHKOBOT
HeocTaTHOCTI Mpu XB, OCKIJIBKK BiH 3MEHIITY€E 1HIYKOBAHUM MIJIIO alloNToO3 KIITHH
neviHkd. B exkcmepuMmeHTi mpenapaT 30UIbIIYyBaB BIKMBAHHA IIYpIB 3 Je(pILUTOM
ATP7B [127]. OnHak qociipKeHb 3a y9acTIo JTIOMHN HEMAE.

JlocmipkeHHst in vitr0 3 3acTOCyBaHHS MIamepoHiB® 4-(eHinOyTupary Ta
KypKyMiHy [IOKa3aJl0 YacTKOBE BIJHOBJICHHS OUIKOBOi ekcmpecii B OUIBIIOCTI
ATP/B-myranTiB. Lle Moxe BIZKpUTH HOBI cTpaterii B JiKyBaHHI XB 3a paxyHoOk
0e3MmocepeTHbOr0  MiJABUIIEHHS OUIKOoBOI  ekchpecii MytanTHUX ATP7B 13
3aJIMIITKOBOIO aKTUBHICTIO BUBEICHHS Midi. KpiM TOTo, KypKyMiH € aHTHOKCHUJAHTOM,
KU C(CKTUBHUM B3a€EMOJII€ 3 peakTHMBHMM KucHeMm [128] Ta mMoxe OyTH Mijb-
xenaryrounM areHtom [129]. KimiHiuHI JOCHI/DKEHHS 13 3aCTOCYBaHHS IbOTO
nmpenapary y namieHtis 3 XB 1e He goctymnHi.

Hiera. Sk mnpaBwio, CiIiJi YHUKATH TPOAYKTIB 13 Jy)KE€ BHCOKOIO
KOHIIEHTpAIli€ro Mifgl  (MOJIOCKIB, TOpIiXiB, IWIOKOJady, TpuOIB 1 M'SICHUX
CyOIpOJIyKTiB), MPUHAWMHI, MPOTATOM TEPIIOrO POKY JIiKyBaHHs. Parionu 3
neimuToM MiJll MOXYTh 3aTPUMYBAaTH IOYaTOK PO3BUTKY 3aXBOPIOBAHHS Ta
KOHTPOJIIOBATH TPOTPECYBAaHHS 3aXBOPIOBAHHS, aji€ I€ETUYHE PETYNIIOBaHHS HE
PEKOMEHIyEThCS B IKOCTI €1uHo1 Tepanii [130].

J151st BeretapiaHiiB peKOMEHIYEThCSI KOHCYIbTallis AleTonora. KonoassHa Bona
abo BOAa, 10 MOCTAYAETHCS B OYJUHOK MIJHUMHU TpyOaMu, MaroTh OyTH MepeBipeHi
Ha BMICT MIiJll, aJi¢ B IJIOMY, MYHIIIUTIaJbHI CUCTEMH BOJOTIOCTAYaHHSI HE MOBUHHI
nepeBipsATUCh. bakaHO MepeBIpUTH CHUCTEMY OYMINECHHS BOJM, SIKIIO BMICT Mial Y
BoAl € BucokuM. [Ipu BojomocTayaHHi MIIHMMHU TpyOaMu Ba)JIUBO MPOMHUTH
CUCTEMY BIJl 3aCTIHOT BOAM Tepe] BUKOPUCTAHHSIM BOJIU JIJISl IPUTOTYBAHHA ki 200
cnokuBaHHs. [l 30epiraHHs Ta TPUTOTYyBaHHsA ikl ab0 HAMoiB HE MaloTh
BUKOPUCTOBYBATUCH M1JTHI KOHTEHHEpH ab0 TIOCYI.

Komenmap poéouoi ecpynu. Miov micmumbcs y 6CiX Xapuosux npooyKkmax,
MOMY NOBHE BUKIIOYEHHS ii HAOX00JCeHHs 3 idiceto Hedocsdiche. Pexomendyembcs
BUKTTIOHEHHS npoOyKkmis, emicm mioi 6 sxux nepesuwye 0,5 mel100 e, maxux sk epubu,
PAaKonooioHi, MONOCKU, 20PIiXU, WOKOAAO, NeYIHKA ma iHwi cyonpooyKmu, ocooauso
6 noyamkosii ¢hazi mepanii (00606e cnoxicusanHs Mioi 8 yei nepioo He NOBUHHO
nepesuwyysamu 1 me/006y). Bxpaii  obepedxcno nompibHo cmagumucs 00
NONIBIMAMIHHUX Npenapamis, sKi MICmams MiKpoeleMeHmu, Xap4osux 000a8oK,
3aco0ié wimyuno2o xapuyeauus. J{o cknady 6azameox 3 HUX 6x00ums 00608a HOpMA
CNOACUBAHHS MIOI 00OPOCIO TIOOUHOIO (2 M2/006Y), wo, 3a cymmio, € MOKCUYHUM
onsa nayicumis 3 XB.

% Illanepon — 6inoK, Mo cripusic HOPMyBaHHIO IHIINX GLIKIB
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€ nosidomnenHs npo me, Wo y gecemapianyie cnocmepiearomuscsi Oinoul nizHiu
Odebrom 3axeoprosants ma Oinbul nogiibhe npoepecysanus. QOHak, OJisi KOHMPOJIO 34
X80p06H0I0 MibKU OOMPUMAHHS OLEMU HEOOCMAMHBO.

Tpancnianranis nevinku (TII). TII yacto € HEOOXigHOIO IS MAIIEHTIB 3
rOCTPOIO TIEHYIHKOBOIO HeAOoCTaTHICTIO abo aekomneHcoBanuMm L1 BHacmimoxk XB
[131]. TII mo3Bojsie BiIHOBUTH HOPMAaJbHY >KOBUHY CKCKPEIIIO Mifi, 3armo0irarodu
pElHIMBY 3aXBOPIOBAHHS Ta CHpHUsA€ BHUIAJICHHIO HAKOMUWYEHb MiJl 3 OpraHizMy
JIFOTUHHU.

3a anamizom pesynbraTiB TII, sxi Oynu BukoHaHi y 21 maifieHTa 3 TOCTPOIO
IICYIHKOBOIO HEJIOCTATHICTIO Ta 33 mamieHTiB 3 AekoMieHcoBanuM LII1 BHacaigox XB
B CIIIA ta €Bpomi [18], Menmiana BWKHBaHHS CKjlaaaia 2,5 pOKHA 3 HAHJOBIIAM
gacoM BIKUBaHHA — 20 pokiB. BikuBaHHS MPOTATOM MEPIIOTO PoKy nocsirano 79%.
3a ominkoro TII B iHIIOMY JTOCHII>KEHHI, 10 sIKOro yBidnuio 39 mamientiB (16 giTei,
23 nmopocnux) B YHiBepcuteTi [litcOypra [132], 3arambHe BHIXKHMBAHHS MAIliEHTIB
IPOTATOM POKY TaKOoXX CTaHOBWIO 79%. BwxuBanus Oyno kpammm B 0ci0 3
xpoHiyHUM Tmiepedbirom XB (90%), HIX Yy TAali€HTIB 3 TOCTPOIO MEYIHKOBOIO
HegoctatHicTIO (73%). Biaminui pesynsraTt Manu micue micis TII nonopa-ponuya,
TOOTO KOJIM JIOHOPOM OYB 00JIiraTHU# reTepo3uroTuuii Hocii [133, 134, 135].

3 HaOyTTsM pAocBiTy B nuraHHsAx TII 3aranpHe BWKMBaHHS TAIlI€EHTIB
MOKPAIyEThCS; HaiioBIIe 3adiKCOBaHE BMXKMBAHHS CTaHOBUTH 20 pokiB. Okpemi
JOCIIIJIKEHHSI TIPUITYCKalOTh, 110 HEBPOJIOTIYHI CUMIITOMHU Yy MaulieHTiB 3 XB micis
TIT moxyTh Takox mokpammtuch [134]. OgHak € naHi, MO TSHKKI HEBPOJIOTIYHI
YCKJIaTHEHHS 30epiraroThes HaBiTh micis ycmimuoi TTT [136].

Komenmap pooéouoi cpynu. Haykosi nyonixayii ocmauHix  poKig
niomeepodicyioms  ooyinbhicmo TII 3 memoro nikyeanns XB. Busuano, wo TII
nokasama o6auzvko 5% nayicumis 3 XB, 6 AKUX 3aX80pI0BAHHS NPOABUNOCS 8nepule
20CMpoI0  NEeYiHKO8ol0 — Hedocmamuicmio  abo 3  MePMIHAIbHOW  CMAJIE0
3aX680PI0BAHHS NEUIHKU MA BAINCKOI NEeUIHKOB0I0 HeOOCMAamHuicmio. 3a cyyacHumu
oyinkamu, pezyromamu TI1 ons1 XB 6iOMIHHI npu 8UKOPUCMAHHI K MPYNHUX, MAK |
arcusux donopis (17).

Jloceio cnocmepescennsn 121 sunaoky nayieumie 3 XB, axum 6ynia npogeoera
TII minc 1985 i 2009 pp., maxooxc mas GIOMIHHUL 00820CMPOKOBUL pDe3Ya1bman.
lloxazannam ona TII oynu yreminanmuuti/cyoghynominanmuuti cenamum (53%),
oexomnencosanuul LIl (41%) ma eadcke nesponociune 3axeoprosants (6%). Cepeo
nayienmis 6yau 15 dopocaux cepeonim sikom 29 pokie ma 46 oimetl cepeOHim GiKOM
14 pokie. Buoicusanus nayienmie uepes 5, 10 i 15 poxkise nicia TII cknaoano 81%.
THocipuwenns eudicuganus 0Oy10 nog'sa3ane 3 HONOGIUON CMAMMIO, HAAGHICTIO
HUpKo8oi neoocmamuocmi 00 npogedenns Tl ma Heepono2iuHUMU NOKA3AHHAMU OO
onepayii, npome HcooeH 3 Yux axkmopie He 8UABUBCS CIMATNUCIUYHO SHAYYUUM.

V' nayienmis, axum TII 6yna npogedena 3a NeYiHKOBUMU NOKA3AHHAMU,
npoecHo3 Oys8 2ipuum y pasi @yrvminaumuoi/cyogyrominanmuoi popmu neuinkosoi
HeOOCMamHoOCmi  ma  HeOOCMAmMHbO  PEemeNbHOMY  8Ii000py  nayienmie 3
npeompaHCnIanmayiiHo0 HuUpkoeor neoocmamuicmio (18).
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BariTHicTh. YcrmimHe JiKyBaHHsS O3Hayae, 1110 JKIHKa 3 XB Moke 3aBariTHITH
[137, 138]. BaTbkiB HEOOXigHO MOBIJOMHTH, IO BIPOTiIHICT 3HAXOIKCHHS
TOMO3HIOT cepen aitei ctaHoBUTh 0,5%; TakoX € BUIpaBJaHUM aHaIli3 TaruIoTUITY
napTHepa. CtaTyc Mijl y )KIHKA TOBUHEH OyTH ONTUMI30BaHUM J0 BariTHOCTI. Xoua
€ Jeski moOOIOBaHHSI CTOCOBHO TepaToreHHocTi D-meHinuinaMminy, puU3UK BIIMIHH
JIKyBaHHS TIepeBaka€ PHU3MK HOTO MPOJIOBXKECHHSA. AHam3 omyOJiiKoBaHOI cepii
BumankiB 161 BaritHocti y 83 xiHok 3 XB (ogHa 3 HUX TCIA YCHINIHOTO
3aITIIHEHHS B MPOOIPII), M0 JIKyBaIUCh D-MEHIIMIaMiHOM HPOTSATOM BariTHOCTI,
nokazaym 122 HapomkeHHs miTed, 3 skux 119 Oynmu 3mopoBumu [139]. Bucokwmii
piBEHb BUKHJIHIB CIIOCTEpIiraBcs TUTBKH B AociikeHHsx 3 [umii [ 140].

Takox 11 BIAHOCUTBLCS JI0 JIiKyBaHHs TpieHTHHOM [141] aGo 1uakom [138].
PexoMeHalii mo 3HMKEHHIO 03U XeIaTOPiB 3aCHOBAHI HA TIOTE3aX, a HE KITHIYHUX
nanux. HaWOuapmmii pu3MK TEPAaTOTEHHOCT! MJis IUIOJa TPUIIAa€ Ha MEPIIHid
TPUMECTP; TOMY 3HIDKCHHS D-TieHIuIamMiHy MpOTSATOM TMEPHIOro TPUMECTPY Oyiio
PEKOMEHIOBAHO IMPH MPOJAOBKEHHI MOHITOPUHTY HU3BKUX /103 ISl BCIX TPUMECTPIB.
[H11 pexomenpaiii nepeadavyaroOTh 3HKEHHS XeJIaTOPIB 10 MIHIMAJIBHOI 034, TOOTO
300-600 mr/moby B OCTaHHBROMY TPUMECTpl, 00 YHUKHYTH HEIOCTAaTHHOI Mojauyl
MIJ1 JJIS TUI0/Ty 200 HEJIOCTAaTHBOTO 3arO€HHS paH MICIs KECapeBOTO PO3TUHY YU
emizioromii  [137]. T'pynHe BUTOJOBYBaHHS TIpW JIIKYBaHHI XeJlaTopaMu HE
PEKOMEHIY€ThCS, XOuya € JlaHl, W10 JITH, SKI [epedyBajii Ha TPYyAHOMY
BUTOJIOBYBaHHI y MaTepiB, sKI NpuiiManu D-neHinuiamid, HE Majld >KOJHHUX
nopymieHs [142].

Xoya KOHTpAIEMIis € BaXJIMBUM PO3ALIOM, ACTaTI30BaHUX JOCIHIIKEHb JTOCI
HE MPOBOAWIOCh. ECTpOreHM MOXKYTh 3aBaJUTH OuTapHIA ekckpeuii Migl. Y
3I0POBHX IHOK, SIKI IPUIMaIOTh KOHTPALENITUBH, PIBEHb MiJl CUPOBAaTKUA KPOBI Ta
Mizi B cedl 3poctae [143], iHOI HaBITh BUSABISAIOTHCS MIIHI BiAKIAACHHS Ha POTIBII
[144]. Barato 3 BHYTpPIIIHbOMATKOBUX CIipaJied MICTATh Milb. TakKMM YHHOM,
0e3reyHo  PEKOMEHJOBaHI MOXYTh OyTH TUIBKM  clepMiluad, Oap’epHi
KOHTpAIICTITUBY Ta nporectepoH [145].

Komenmap pobouoi epynu. XB nHe € npomunokazanHam oaa eazimuocmi. 11i0
yac 8asimHocmi, a 8 NOOAILULOMY § 8 Nepiod 200YBAHHS 2PYOO He2amUusHUL OANAHC
MIOI KpiM OOMpUMAaHHs Oi€Emu ma MeOUKaMeHmo3Hoi mepanii NiOmpumyEmMobCsl
000amKOBUM BUMPAYAHHAM MIOI HA OVOIBHUYMBO MKAHUH NI00Y, A 8 NOOAIbULOM)
Ha 1aKkmayliio.

Kinkam, axi cmpadsxcoaroms Ha XB, nHeoOXiono noschiogamu, wjo HACMAHHSA
sazimHocmi 06addcano MINbKU NICAL HOPMANi3ayii aKmMueHOCMi MPAHCAMIHA3 i
nepexooy Ha niompumyrody mepaniio. JIiky8anHs He NOBUHHO NPUNUHAMUCA Ni0 Ydc
8G2IMHOCMI, MOMY WO PUSUK NPUNUHEHHS TIKYBAHHS NEPeadcae pPUsux npu to2o
NPOO0BICEHHI.

s inousioyanizayii ma modHciugoi Kopekyii mepanii nio uac 8a2imHocmi
HeobXiOHO pecynapHo (He piowe, Hidxc I paz 6 3 mic.) KoHmpoaeamu 1aO0PaAMopPHi
NOKA3HUKU 0OMIHY MIOI (YepyIONIa3MiH, «BIIbHA» MiOb CUPOBAMKU KPOGL, OA3AIbHA
ma cmumynvosara D-neniyunaminom 00606a exckpeyis mioi 3 ceuero).
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Tunvny ysacy nompiono npuditumu HaAsg8HOCMI 8aPUKO3HO20 POSUUPEHHS GEH
cmpagoxody. 3a HeobXiOHoCmi, Cli0 KOHMPOIIO8AMU CMYNIHb POSWUPEHHS N0 Ydc
8a2iMHOCMI 8 CNneyianizo8aHoMy 3aK1adi 3a Y4acmio 00C8IOYEHO20 eHOOCKONiCma.
llpu 3naunomy cmynemi po3suiupents 6eH cmpagoxoody peKoOMeHOYEMbCA X 1i2y8aHH s
00 BazimHocmi 3 NOOAILWUM CHOCMEPENCEHHAM, 0coOaUu80 Ha Ccmuky 2-3
mpumecmpis.

3acmocysanusn D-neniyunaminy nio uac raxmayii ne pexomenoosane Hi EASL,
Hi AASLD. Oonak 6 nimepamypi € docums noiooMieHb NPO NPULIOM Npenapamy nio
yac nakmayii 6e3 He2camuHo20 6NAUBY HA OumuHy. Tomy 6ci pekomenoayii ujo0o
JIKYB8AHHS MA MOHIMOPUHZY NIO YAC 6a2IMHOCMI NOWUPIOIOMbCA U HA Nepioo
200V8aHHSL 2PYO0I0.

IIporno3. HenikoBana XB mnpu3BoauTh 10 cMepTi. BIIbIIICTh MAIiEHTIB
MIOMHUPAIOTH BiJI AeKOMIIEHcallli QyHKIIIOHYBaHHs MeYiHKHU Ta yckianuensb LI, pemra
— BIJ YCKIAJHEHb TMPOTPECYIOYUX HEBPOJIOTIYHUX YpakeHb. 3 TMOYaTKOM
3acTOCyBaHHs B Teparii xenaTopiB Ta TII cTano MOXIMBUM TpUBajie BUYKUBAHHS ITUX
MaI€HTIB.

3arayioM, MPOTHO3 JJII BUXKHUBAHHS 0C10, K1 CTpakaaroTh Ha XB, 3a1eXuTh Bl
TSDKKOCTI MEYIHKOBHUX 1 HEBPOJOTIYHUX MOPYILIEHb Ta TIOTPUMAHHS PEKUMY IPUHOMY
MeuKaMeHTiB. DyHKINS MEeYiHKA HOPMAaJI3Y€EThCS MPOTIroM 1-2 pokiB JIKyBaHHS B
O11bIIOCTI XBOpUX 0€3 a00 3 koMrieHcoBaHUM L1 B HAABHOCTI Ta MOTIM 3aJIMILAETHCS
CTab1ILHOI0 0€3 MPOrpecyBaHHs 32 YMOBHU MOCTIMHOTO JIIKYBaHHS.

[IpoTe, MmeaukamMeHTO3HA Teparis Maloe(EeKTUBHA CEpe/l MAIIEHTIB 3 TOCTPOIO
MEYIHKOBOIO HEJOCTaTHICTIO, sKy Oyso crpoBokoBaHo XB. Ile o00ymoBieHO
TPUBAJIUM MEPIOAOM Yacy, SIKWA HEOOXITHWUU IJi1i BUIATCHHS TOKCHYHOTO BMICTY
Mifi 3 oprafizmy. Y 3B’s3Ky 3 IIUM, OyB pO3pOOIeHUI TPOrHOCTUYHUH iHIeKC [146] 3
noganbinor Monudikariero [147]. Pesynbrar, skuii mnepeBuinye 11, € 3aBxaum
daransaum 6e3 TIT (Tabdi. 6).

[lamieHTH 3 HasSsBHUMHU HEBPOJIOTIYHUMH CHUMIITOMAaMHU XUBYTh JIOBIIIE, SIKIIO
HE3HAYHO BUPaXEH1 MEYIHKOBI MopyuieHHs. Ha »anb, HeBpOJIOT1YyH1 CUMIITOMU JIHIIIE
YaCTKOBO 3BOPOTHI TMpPH JIKyBaHHI Ta MOXYTh 1HOJI MOTIPIIUTUCS TICIS MOYATKY
JIKyBaHHS.

VY mamienTiB micins oproromniyHoi TII BuKuUBaHHS MOKe OYTH IO HU3BKUM B
PaHHBOMY TMEPiOJIi, ajie B LIJIOMY BBAXKA€THCS 3aJIOBUIBHUM SIK JJI MAIlE€HTIB TICIs
nepecanku nevinku [148].

Ta6auus 6. [IpornocTuuHuii inaexc npu xpopodi Biibcona [146] B moaudgikauii Dhawan et.
al. [147]

1 2" 3 4
Binipy06in cupoBaTKy KpoBi 100-150 151-200 201-300 >300
(MKMOJIB/1T)
ACT (on/m) 100-150 151-300 301-400 >400
MHI 1,3-1,6 1,7-19 2,0-2,4 >2.4
Jletixomur (10%1) 6,8-8,3 8,4-10,3 10,4-15,3 >15,3
AnbOymiH (T/11) 34-44 25-33 21-24 <21

* . .
[pum.: Bbanu, Bepxus mexa Hopmu st ACT cranoButs 20 MO/Mi (3rifgHo 3 nokasHukamu KopoJiiBcbKOro KOJIEIKY).
PesynbraT >11 acouiiioBanuii 3 BUCOKOIO HIMOBIPHICTIO cMepTi O€3 TpaHCIUIAHTALIT IEYiHKH.
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KJITHTYHI PEKOMEHIAIII (2 uactuna)

e [loyatkoBe JiKyBaHHS CHMNTOMATHYHUX IIAIIEHTIB 3 XBOpOoOO BinbcoHa Mae BKIIOYATH
xenmarytounid areHT (D-meHinmmiaMmiH 4u TpieHTUH). [lepeHocHMICTh TpiEHTHHY MOXe OyTh
Kpamior

GRADE II-1,B, 1

AASLD Kaac I, Pisens B

e V mamieHTiB 3 HEBPOJOTIYHUMH TPOSIBAMH B SAKOCTI Tepamii mepmoi JiHIT MOXYTh
3aCTOCOBYBATHUCH IIPENAPATU LIUHKY

GRADE I1-2,C, 2

AASLD Kaac I, PiBens C

e JlikyBaHHS MPECUMITOMATUYHUX MAII€HTIB 200 MAI[IEHTIB 3 HEBPOJIOTIYHUM 3aXBOPIOBAHHSM,
Kl OTPUMYIOTh TMIATPUMYIOUY Tepamilo, MOXKe OyTH 3aBeplieHe XeNaTylo4YhM areHToM abo
MpermapaToM IUHKY

GRADE II-1,B, 1
AASLD Kuaac I, Pisenn B
L .HiKYBaHHFI IIPOBOAUTHCA IIOBi‘-IHO Ta HC IMOBUHHC MPUIIMHATUCH, 34 BUHATKOM BHUIIAZIKY, KOJIA

BHMKOHaHa TpaHCHHaHTaI_[iSI MEYiHKU

GRADE II-1,B, 1

AASLD Knaac I, Piens B

e YV pa3l 3acTocyBaHHA IpemapariB I[MHKY HOTpiOHUI peTeNbHUIl MOHITOPUHT pIBHA
TpaHcaMiHa3, a pH iX MiABUILEHHI IpenapaTi HMHKY MOTP1IOHO 3aMIHUTH Ha XeJaTyloul areHTH

GRADE C1
AASLD Kuaac I, Pisens B
e [lamieHTam cii yHUKaTH BXKMBAaHHS 1K1 Ta BOJM 3 BUCOKOIO KOHIIEHTPAIIIEI0 Mifdi, 0COOJIMBO

BITPOJIOBXK MEPIIOTO POKY JIKyBaHHS

GRADE 11-3, B, 2

AASLD Kaac I, Pisenb C

e JlamieHTaM 3 TOCTPOIO MEYIHKOBOI HEIOCTATHICTIO, sIKA HACTyNMJa BHACHiIOK XB, moBHHHA
OyTH TpoBeACHA TpaHCIUIAHTAI[ls MEYIHKH, KOJU KIIbKICTh OalliB 32 MOJAU(IKOBAHOK MIKAJIOIO
KopomiBcekoro kosiexy cTaHOBUTH 11 un Oibime

GRADE 11-2,B, 1
AASLD Kaac I, PiBens B [41]
e V mamieHTiB 3 gexkomneHcoBaHuM LlII, ski He BIANOBIAAIOTH Ha Tepamilo XelaTyIouuMU

arcHTaMu, IIOBUHHA pO3ITIAAaTHCh MOKJIUBICTh TepMiHOBOi‘ TpaHCHJIaHTaI_Iﬁ MEUIHKH

GRADE I11-2,B, 1
AASLD Kunac I, Piens B
e JlikyBaHHs XBOpoOM BilbcOHa MOBHMHHE MPOJOBXKYBATUCH MiJ Yac BariTHOCTI, NpPOTE

PEKOMEHIYETHCS 3HU3UTH 703y D-TIeHImIaMiHy Ta TpIEHTHHY

GRADE 11-3,B, 1
AASLD Kaac I, PiBenn C
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e PyTMHHMI MOHITOPUHT pIBHA MiJli CHPOBaTKM KpOBI Ta IepyJIOIUIa3MiHy, NEUiHKOBUX
(dhepMeHTIB, MIDKHApOJAHOTO HOPMaTi30BaHOTO BiAHOIIECHHS, (DYHKI[IOHAIBHHX MPOoO, 3araabHOTO
aHaII3y KPOBI Ta aHaII3y cedl, a TaKOX (i3MKaTbHE 00CTEKEHHS Ta JTOCIIIKEHHS HEBPOJIOTIYHOTO
CTaTycy MOBUHHI MPOBOJUTHCH PETYIISIPHO, IIIOHAWMEHIIIE JIBa PAa3H HA PiK

GRADE 11-2,B, 1

AASLD Kaac I, Pisens C

e [IpuHaiiMHI OJMH pa3 Ha piK NOTPIOHO BUMIpPIOBATH 24-TOAMHHY EKCKPELII0 Mifi 3 Ceuero mia
Yac MpuiioMy MEJIMKAaMEHTIB Ta Yepe3 2 JHi micis nepepBH B JikyBaHHi. Ille ogHuM KOpucHUM
MMOKAa3HUKOM JJIsl KOHTPOJIIO Teparii Mo)ke OyTH BU3HAUCHHSI «BUIBHOI» MiJll CHPOBaTKH KPOBI

GRADE 11-3,B, 1
AASLD Kaac I, PiBenn C
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