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Cy4acHi TPAKTYBAHHSA TA HiAXOIU
IO TiarHOCTUKH TA JIHKYBAHHS
XBOpOOHU BistbcoHa

XBOpo6a Binbcona (XB) — CaIkOBE 3aXBOPIOBAHHS, SIKE XAPAKTEPU3YETHCS IIPOIPECYIOUNM HAKOITMYECHHAM
Mifii BOprasismi. V TUIOBUX BUIAJKaX XB MaHi(peCTye B IMi//IITKOBOMY T4 IOHALILKOMY Billi. KitiHiuHi BUABH 3a1€-
JKATb Bifl CIIiBBIIHOIIEHHA AKyMYJIALIT MiJli B TUX YY1 TUX OPraHaX, HACAMIIEPE, — Bifl yPAKECHHA IIEYiHKH i 'OJI0B-
HOT'O MO3KYy. XB 4aCTO HE BPAXOBYIOTb Y JAU(MPEPEHLINHIN AIarHOCTUL 3aXBOPIOBAHb MEYiHKU. PO3ITIIHYTO
OCHOBHi MOMEHTH, IIOB’A3aHi 3 IiATHOCTHUKOIO LIbOI'O 3AXBOPIOBAHHA i TAKTUKOIO JIIKYBAHHA ITALII€HTIB. XB — pif-
KICHUI NPHUKIIA], CMAJKOBOIO 3aXBOPIOBAHHS, I SIKOTO PO3POOIEHO BUCOKOE(PEKTUBHI METOIU JIIKYBAHHIL
HaBiTh IpH TSLKKUX BHUABAX CUMIITTOMATUYHE JIIKYBAHHSA 3a3BUYAN A€ MO3UTHUBHUN e(DEKT. bes JliKyBaHHs marti-
€HTH IIOMUPAIOTh. TOMy cBO€4UacHe po3nizHaBaHHA XB i HOCTiMHA Teparis MaIOTh BU3HAYAIBHE 3HAYECHHSL.

Kirro4goBi c1oBa: XBOpo6a BUIbCOHA, 1IEPY/IOIIA3MiH, METAOOMI3M Mijli, XPOHIYHWI T'€IaTUT, IUPO3 NEUiHKM.

XBopo6a Binbcona (XB), abo remnarorepebpaiib-
Ha AUCTpodist, — aBTOCOMHO-PeIleCUBHE CIIaI-
KOBE 3aXBOPIOBAHHSI 3 [TPOTPECYI0YNM epedirom ta
HAUTUIIOBIIIUMU BUSBAMU Yy BUTJIL/l TOEHAHHSA
XPOHIUHOTO YPa)KEHHS TIEUiHKK Ta JIeTeHePATUBHIX
3MiH neHTpasbHoi HepBoBoi cuctemnu (ITHC). XB €
ofiHi€r0 3 HaiiBigoMimmx (HopM maTosorii 0OMiHy
Mifli. 3aXBOPIOBAHHS TIOB’s3aHe 3 MYTallisIMU TeHa
ATP7B na 13-it xpomocomi (omucano moHaz 500
BapiaHTiB, HMiATBEP/KEHO POJIb Y ITaTOreHe31 3aXBo-
proBanns 380 3 Hux) [22].

bararo nikapis BBaskaioTh XB 1yske piIKiCHOIO i
3a3BMYAll HE BPAXOBYIOTH ii B uepeHtriiiniil giar-
HOCTHIII 3aXBOPIoBaHb nevinky. B IlenTpi megnunol
craructukn MO3 Ykpainu odiriitnmii 06aik Bu-
najikie XB we nposoadTn. [Ipote Biomo, 1mo XB
TPAIJISIETHCS B YCbOMY CBITI, 11 BUSIBJISIIOTD YaCTillIe,
HiX BBaKaJH paninre. [eTeposnroTHe HOCIHICTBO ma-
TOJIOTIYHOTO TeHa TPAIISETbcs B 1 BUMAAKY Ha
90—150 ocib, a mommpeHicTh cepejt AOPOCIHX Malli-
€HTIB 3 HEBPOJIOTIYHUMU CUMIITOMAMU CTAHOBUTH
1 Bumamox uHa 30 tuc. macemennd [30]. Ha XB xBo-
PifoTh He JIUIIe AiTH i Z0POC/Ii 0co6U MOJIOIOrO BiKY;
BOHA MO’KE BUSIBUTHUCS B OY/Ib-IKUI 1EPiOT JKUTTSL.

XBopoba BimbcoHa — Iie PiAKICHUI MpUKJIAL
CITaJIKOBOTO 3aXBOPIOBAHHS, JIJISI SIKOTO PO3PO0JIe-
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HO BUCOKOe(eKTUBHI MeTOoAu JiKyBaHHs. HaBiTh
MIPU TSDKKUX HEBPOJIOTIUHUX BUSBAX CUCTEMATUIHE
JIIKYBaHHSI 3a3BUYAll Jla€ TO3UTUBHUE edeKT [0
piskoro ix 3ameHtieHHs abo Maike 10 3HUKHEHHS
Bcix cumriitoMiB. IlamienTn moBepTaroTh COIliab-
HUIT CTaTyCc: BOHU MOKYTh ITOBHICTIO 0OCIyTOBYBa-
T cebe, BANTHUCS, MIPalioBaTh 3a Mpodeci€io, cTBO-
puTH ciM'10 Ta HapoauTtu anTuHy. CBo€uacHe pos-
nisHaBanHsg XB 1 mocTiifHa Tepariisi MaloTh BaXKJIN-
Be 3HAYEHHs, OCKLJIbKM 0e3 JIKyBaHHS Talli€HTH
3aBIK/IM TIOMHPatoTh. ToMy JiKapio HeOOXiTHO CBO-
€9aCcHO MIaTHOCTYBATH 3aXBOPIOBAHHS Ta PO3TOYa-
THU aJIEKBaTHY Teparliio.

Orya miAroTOBJIEHO IS TOTO, 00 JOTIOMOITH
JIIKapsiM 3 JIIaTHOCTUKOIO Ta JIIKYBaHHSM TIAIli€HTIB
3 XB. Bin rpyHryerbest Ha 6a30BHX JOKYyMEHTaX
mono BemeHHd Takux mariedTiB; EASL Clinical
Practice Guidelines: Wilson’s disease (2012) [7] Ta
AASLD Practice guidelines: Diagnosis and Treat-
ment of Wilson Disease: An Update (2008) [31].
O6uaBa IOKYMEHTH CXBaJe€HO BiAmOBigHO €Bpo-
MefChKOoIo acortiariieio 3 BuBueHus nevyinku (Euro-
pean Association for the Study of the Liver
(EASL)) Ta AMepuKaHCBKOIO aCOIAIl€i0 3 BU-
BYEHH 3aXBopioBaHb meuinku (Association for the
Study of Liver Diseases (AASLD)). Kpim Toro,
MPOBE/IEHO BIAMOBIIHUM TIONIYK Ta aHaJIi3 HeIo-
JIaBHO OIyOJIIKOBAHOI JliTepaTypu.
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Kuainiunuii nepeoir

XB wmae pisHi BapianTu kiaiHivHUX BusaBiB. Haii-
TUTIOBIIT O3HAKW XB TOB’gd3aHi 3 ypaskeHHIM Iie-
YiHKN 200 HEBPOJIOTIYHUMHU Ta ICUXIYHUMU PO3JIa-
JnaMu. XBOPHUX, SIKI He MalOTh CUMIITOMIB, HaituyacTi-
11e BUSIBJISIOTH ITi]T YaC CiIMEHHOTO CKPUHIHTY.

Tunosi Kiainiyni BusiBY XBopoOH Binbcona [31]

Ileuinxosi

- bescmmmToMHA TemaToMerais

- I3ompoBaHa cryieHOMeTrais

- Crifike miaBUIIeHHA aKTUBHOCTI
aMiHOTpaHcdepas y cupoBaTIli

- Crearos nevinku

- Tocrtpwmii renatut

- Ilepebir, momiGHMIT 10 aBTOIMYHHOTO TEMaTUTY

- IIupos neyinku: KOMIEHCOBAHUN a0 IEKOMIIEH-
COBaHUN

- Tocrpa nevinkoBa HEOCTATHICTD

Hesponociuni

- PyxoBi nopytienss (TpeMop, MUMOBIJIbHI PyXW)

- CiuHOTeYa, AM3apTpist

- Purigna gucroniga

- IlceBnobybbOapHmii mapasiiv

- BererarusHa gucToHig

- MirpenenogiOHui roJloOBHUI 6iJib

- besconnsa

- JlucroniuHi aTaku

THcuxiuni

- Jlenpecis

- Hespornuna noseginka

- 3miHu ocobucTocTi

- Ilcuxos

Tnwi cucmemu

- Ouni: ki Kaiizepa — Quediiepa, kKaTapakTa
3a TUTIOM «COHSIIITHUKAY

- Hlkipwi: 6iakuTHi JIYHKHU GiJist HICTHOBOTO JIOJKA

- Hupkosi nopyiieHHs: aMiHOAITUIYPis,
HUPKOBOKaM 'sIHa XBOpoba

- CxeneTHi anomasii: miepeyacHuil 0CTEOTIOPO3
i apTpuT

- Kapmiomionaris, aputmis

- Ilankpeatut

- T'inomnapaTtupeos

- IlopyieHHst MEHCTPYaJIbHOTO ITUKILY;
Oe3ILTI A, TIOBTOPHI BUKUIHI

Kiiniuni BusgBHM 3ajie;KaTh BiJ| CIIIBBIIHOIIEHHS
aKyMYJISIT MiJli B TUX UM 1HIIUX opraHax. Buisis-
I0Th ACUMIITOMATHYHY (hopMy, abIOMiHATbHY (XPO-
HivHUN Tenatut, 1upo3 neuinku (LLI1), dynbmi-
HAHTHWI TeraTuT), mnepebpajbHy Ta 3MiliaHy. 3a
octaHHiMU gaHuMu, B 65 % Bunazakis XB manidec-
TY€ ypaskeHHsIM TI€YiHKHU, B OIJIBIIOCTI MAIi€HTIB 3

KOBTSIHMIEI0 Ta abAoMIiHAJBHUM  AUCKOMMOp-
TOM, — HATraJlylouu rOCTPUI BIpyCHUN relaTuT, 1Mo €
MPUYIHOIO 3BepHEHHS /0 iHdekIionicta. Ocobiu-
BO YaCTO II€ CIIOCTEPITaiOTh Y PAHHBOMY JUTIUOMY
Biti. Y 60 % mnaiieHTiB pa3oM 3 iHIIUMU BUSIBAMHU
Ma€ Miciie HabpsSKOBUIT CUHIPOM, Ha KUl He 3Bep-
TaloTh HajekHOI yBaru. HeBposioriyna cumntoma-
THKA Ta TeMOPATiYHIiIT CHHIPOM Yy 1e010Ti PO3BUBaA-
10Thest Bigmosiano B 30 1 35 % Bumaznkis [17]. ¥V ne-
SIKMX BUIIQJIKAX CUMIITOMH 3aXBOPIOBAHHS MOXKYTb
3HUKHYTH CAaMOCTIHHO 3 THMYaCOBUM KJiHIKO-010-
XIMIYHUM TIOJITIIIIEHHSIM, 1110 9aCTO € IIPUYUHOTO T10-
MUJIKOBOI IIarHOCTUKHU 1HIIIOTO 3aXBOPIOBAHHS.

Bix wmanidecranii saxsoproBannsa. HeobOxinmo
3BEpHYTH yBary, 1o XB icHye Bike Ha MOMEHT Ha-
POJIKEHHS, ajie KJIiHIYHI CUMIITOMU B TIEPIT POKA
JKUTTS. BUHUKAIOTh YKpail piako. B Gimbimocti Bu-
nazakie XB manidecrye y Biti Bix 5 10 35 pokis.
Bepxuboio BikoBoo Meskeo g XB BBakaloTbh
40 pokis. [Tpore cumnromMmu XB MOXKYTh BUSIBUTHUCS
B OyIb-sikuil miepiof kuTTs joauau. Haiimosmos-
momy marienty 3 I[IT Baacaizok XB Gyso 3 poku
[44]. Ha wactky mebGiory 3axBoproBanHst micist 40
pokiB npunagae 6iusbko 3 % [10]. Haiicraprii ma-
LIEHTH 3 BIEPIIe 3aPeeECTPOBAaHUMU O3HakaMu XB
MaJsu Bik roHaz 70 pokis [37].

Kinbuga Kaiizepa — @aeitmepa crioctepiraiors y
95 % mnaiieHTiB 3 HEBPOJIOITYHUMU CUMIITOMAMU i
JIATITE Y TPETUHU 3 i30JIbOBAHUMMY TTETiHKOBIMU BU-
aeamu [14]. Kineig Kaiizepa — Dietimepa 3a38u-
Jaii He GJIOKYIOTH GaueHHsl, BOHU CIIPUUYMHEH] HAKO-
MUYEHHSM MiJli Y BUTJISIAL MITMEHTAIll 30JI0TUCTO-
KOPUYHEBOTO Ta 3€JIEHOTO KOJIhOPY IO Tepudepii
poriBku oka. Taki 3MiHU MOXYTb MaTW BUIJISI]
3aMKHEHOTO KUIbIIS UM KiTbI, SKe (hOPMYETHCS
miByramu, abo BUTJIsI TOYOK Ha 6-if Ta 12-if roauHi
yMoBHOTO TrdepOmara. PigkicHoio € karapakTa 3a
TUIIOM «COHAINIHUKA» BHACJIIOK BIIKJIAAEHHSI Mi/Ii
B 1eHTpi Kpuimrasnka. O6uasa (heHOMEHN iIeHTH-
(hiky10Th TECTOM 3i IITUHHOIO JIAMIIOIO.

Kinbist Kaiizepa — Quieiiiiepa 3 siBJSIIOTHCS J10-
CUTD Mi3HO. BifICyTHICTD IUX Kijellb He BUKJIOYAE
niarno3 XB, mpote BoHm He € cyTo crenudignnMn
1151 XB, OCKIJIBKY MOKYTb MaTH MicIle Y Malli€HTiB
3 XPOHIYHUMH XOJIECTATUIHUMU 3aXBOPIOBAHHIMU,
30KpeMa B JIiTell 3 HEOHATATLHUM XOJIECTA30M.

Kinbrg Kaiizepa— Daeiiiiiepa Ta «COHSIITHUKO-
Ba» KaTapakTa ITOCTYTIOBO 3HMKAIOTh MicTs edex-
THBHOTO JIKYBaHHsT ab0 TPAHCIIAHTAI] TIEYiHKH.
[IBuaKiCTH 3HUKHEHHS 1TUX YTBOPEHDb HE KOPEJIOE
31 3SHUKHEHHSIM KJIIHIYHNUX BUsIBiB X B.

XpoHiuHuii renaTur i UPo3 mevinku. Y 6araTbox
namiedTiB 3 X B BUABAIIOT 0O3HAKU XPOHIYHOI XBO-
pobu mevinku. Taki marieHTH MOKYTh MaTH i30J1b0-
BaHy CIJIEHOMETAJiI0 BHACIOK KJIIHIYHO TPUXO-
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BaHoro I 3 mopraybHOIO rineprensi€io. B oMy
cuMIITOMU TPU X B He BiZIPI3HSIOTHCS Bijl CUMIITO-
MiB XpPOHIYHOIO ypaskKeHHs [IeYiHKU 1H1101 eTioJIorii
(KOBTSTHUIISA, CJIaOKiCTh, aOOMIHAIBHUI JUCKOM-
dopr Tot0). OTXKe, i Yac AUMEPEHITIITHOTO Iiar-
HO3Yy 7151 3’sicyBaHHs etiosorii renatuty,/ILII He-
00XigHO OpaTH 10 yBark MOKJIUBE MOPYIIEHHS Me-
tabosiamMy Miai Ta BuKaOUMTH XB, 0c00IMBO Y
xXBOpHUX Mojozie Hix 40 pokis. /lami moao gacto-
TU PI3HUX KJIIHIYHUX CUMIITOMIB Yy MaIli€HTiB 3 XB
3 TIPOBIAHUM yPaKEHHSIM TIeUiHKU HaBeleHO Y
Tab. 1.

Krimiuno moBemeHo, Mo O3HAKU YpaskKeHHS Tie-
YiHKU MOKYTb BUIIEPEXKATHU TTOSBY HEBPOJIOTIYHUX
BusBiB Ha 10 poxiB. ¥ OIIBINIOCTI TTAIIIEHTIB 3 HEBPO-
JIOTIYHUMU CUMIITOMAMH MaIOTh MiCIle 3MiHU CTaHy
nedinku. J[eOI0T 3aXBOPIOBAHHS TMEYiHKU MOKE
OyTH PiBHUM — BiJl ACUMIITOMATHYHOTO Tepebiry
(peecTpyioTh Jiviie 3MiHNA Oi0XIMIYHUX TIe4iHKOBUX
nokazHukiB) 7o {11 3 ycima iforo yckiaiHeHHIMU.

BaxknmBe 3nauenna mae mpoBeneHHS audepeH-
iliHOI AlarHOCTUKU XB Ta aBTOIMYHHOTO TeraTu-
Ty. IIpr 060X 3aXBOPIOBaAaHHIX MOJKJIMBA TIelaro-
CIJIEHOMETaJIis, IIi/IBUINEHHST PiBHS 3arajbHOTO
6iska, y-ro0yIiHiB, iMyHOTI00YIiHY G, HasIBHICTH
ABTOAHTUTILNI y HU3BKUX THUTPAX 32 BiICYyTHOCTI
MapkepiB BipycHUX renatutis. Ile € migcraBoro 1is
BCTAHOBJIEHHSI TTOMUJIKOBOTO [[iaTHO3y aBTOIMYH-
HOTO TeTIaTUTY.

Toctpa meviHKOBa HEJOCTATHICTh YHACIIIOK XBO-
po6u Bimbcona — naiickmaznina npobsema miar-
Hoctuku. Ockinbku 111 HasiBHUI y OGisbInocTi BU-
magkiB XB Ha MoMmeHT KiiHiuHOI MasidecTartii
TOCTPUM TEMaTUTOM, Tepebir 3aXBOPIOBAHHS CTa€
(pyIbMiHAHTHUM 3 PO3BUTKOM TIEUiHKOBOI Ta HUP-
KOBOI He/IOCTaTHOCTI, SIKi 32 BI/ICYTHOCTI JIIKYBaHHSI
B 95 % BumaaKiB npusBogsaTh 10 cMepri. Hactka XB
cTaHoBUTh 6—12 % ycixX BUMAJIKIB TOCTPOI TT€UiHKO-
BOI HEIOCTATHOCTI B TIAIIIEHTIB, SIKi IIEPEHEC/IN €KCT-
peHy TpaHCIIaHTAITio TTedinku [37].

Po3BUTOK TOCTpPOI1 IMEUiHKOBOI HEJIOCTATHOCTI
yHacJsijiok XB criocrepirailoThb nepeBaxkHo y MOJIO-
JIUX JKIHOK (CIiBBIIHONIEHHS >KIHKW/YOJIOBIKM —
B 2:1 10 4:1). locTpi BUABYM 3i MBUIKUM TOTip-
HIEHHSIM CTaHy MOKYTb TaKOK BUHUKATH B TAlli€H-
TiB, sIKi OTPUMYBAJIM JIKYBaHH 3 IpuBoLy XB, ajne
MOTIM TIPUTTMHUJIM TTPUHOM BiIMOBIIHUX TIperapa-
TiB. ITimo3pa Ha roctpwuii mepebir XB Bunpasmaana y
MAIIEHTIB MOJIOJIOTO BIKY 3 TSKKOIO SKOBTSIHUIIEIO,
HU3BKMM piBHEM TeMOTJI00iHy, XoJiHecTepasu i
ayxuO0i (hocharasu (JID), momipHO 306iTbITEHUM
BMicTOM Tpancaminas [40].

[Moennanus Bennunnu ingexcy JIM /3aranbuuit
6imipy6oin <4 ra imgekcy ACT/AJIT >2,2 mae
JarHOCTUYHY YyTJAUBICTH Ta crerudivnicts 100 %
[12]. 3Buuafini miarnoctnuni mapametpu XB
(11epyJio11asMiH, MiJlb Y CUPOBATIII KPOBI UM Mi/lb Y
cedi) € MeHNI YYyTJIUBAMU Ta CHerudivHnMu.

Ta6mur 1. YacToTa KWIIHIYHHUX CHMIITOMIB Yy IAIIi€EHTIB 3 XBOPO60I0 BirbcoHa

3 FTOJIOBHHUMH YPAKE€HHSIMH IEe4iHKH [7]

J. M.Walshe, W. Stt:emmel M.L Schilsky J - Scott .
Ta CIIIBaBT., . Ta cmiBaBt., P. Ferenci,
ITokasuux Besmka Hivewquna T2 CHBAaBT., Bemka Ascrpist [10]
Bpuranis [40] 137] CIIIA [34] Bpurrania [35]
KispkicTh BUTIAZIKIB ypaKeHHST TIETiHKI 87 (>250) B.u. (51) 20* (320) 17% (45) 30 (64)
Cumnromu, %
JKoBrsamiig, Bicy THICTD anieTuTy, GIIOBaHHSI 44 14 15 41 37
Actnt/HabpsIKN 26 14 50 24 23
KpoBoreya 3 BApMKO3HO-PO3IIMPEHNX BEH 6 — 10 6 3
Temopariunuii giates 8 — — — 3
Temouria 20 10 5 — 10
Tenaromeratist/criieHOMeTastist 16 49 15 29 17
Toctpa meuinkoBa HeOCTATHICTD B.n. B.m. B.n. B.u 17
Hemae cummromis** — 18 5 — 23
TIpumiTKa. ¥ Iy’KKaX HABEJEHO 3ar'd/IbHY KUIbKICTb BUIIZKIB. B. H. — BitoMocTe HeMae.
*JIUIe BUNIAJKU 3 HASIBHUM XPOHIYHHM I'€IaTUTOM.
** IlinBUINEHHA PiBHA AlaHiHAMIHOTpaHC(hEPA3U ITPU ITPOBEJEHH] PYTHHHHUX JTA00PATOPHUX JOCTIPKEHD,
BUII/JKOBE BUABJICHHA IIMPO3Y Ie4iHKU 460 Kinerp Karizepa — diefimiepa.
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Jliarnos Moske OyTH THATBEPKEHUIN Giolcieo me-
YiHKH, SKIIO 1€ MOK/IMBO, 200 IPUHANMHI JOCJIi/-
SKEHHSIM opraHa I1icJIst TpaHcIIaHTalil (BMicT Mijii B
MmapeHxiMi NMeviHKky, aHajis MyTaitiit). Beranosien-
H4 fiarHo3y XB HaBiTb micjist cMepTi nalieHTa Mae
BayKJINBe 3HAUEHHd JIJIsI BU3HAUEHHST HeoOXiIHOCTI
CKPUHIHTY cepei OpatiB 4n cecTep XBOPOTo, SIKi He
MalOTh CUMIITOMIB.

Temoumis. KymGc-HeraruBHa reMOJIiTHYHA aHeMist
Moske OyTH eauHuM TepimM cumntom XB. TIpore
3a3BUYAM TeMOJIi3 aCOIIIOETHCA 3 TSKKUM 3aXBOPIO-
BaHHAM MeviHKA. Po3mnaj mediHKoBUX KIITHH MOXKe
IIPU3BECTH /10 BUKU/LY BEJIMKOI KIJIbKOCTI IeITIOHOBA-
noi Mizi. Ile me Gisble MOCUIIIOE reMOoJIi3. 32 TaHu-
MU OIHOTO [OCJi/KEHHS, TeMOJi3 BUIBUIH Y
25 (12 %) 3 220 Bumaaxis. Y HMX MAI[i€HTIB reMOJIi3
CTIOCTEPITAIN Y BUTJSAAI OJAHOPA30BOTO TOCTPOTO
erni30/y, PeKypeHTHOro Tepebiry abo XpOHIYHOTO
smateHTHOTO Trepebiry [40]. 3 283 amonchkux martfi-
€HTiB 3 XB Jniie Tpo€ Masiv BUSIBU TOCTPOTO TEMO-
gy [32]. UBepTh MaIli€eHTIB 3 BUSABAMU JKOBTSTHUITL
TaKOK MAJTM TeMOJIi3.

TocTpe 3axBopioBaHHS TEUiHKHA Ta TEMOJI3 SIK
MIPOBI/IHI CUMIITOMU MOKYTb BUSBUTUCS i 4aC MO-
Jioris, imityioun HELLP- cunzpom ! [2].

BBakarorb, 110 €Ki HamieuTu 3 giarno3omM XB,
SIKi MaJI KOPOTKOYACHI €TTi30/I1 He3 sSICOBAHOI JKOB-
TSHUII B aHAMHE31, MOKJIUBO, TIEPEKUIIN caMe elli-
3011 remoJi3y. [loMipHuUii remoJiia Moke MaTH Mic-
e IpU JATeHTHOMY YpakeHHi medinku npu XB.
[IIBujike moOripiieHHs CTaHy IPU TEeMOJIi31 MOXKe
MIPU3BECTH JI0 TOCTPOI MEUiHKOBOI HEJIOCTATHOCTI.

Hespouoriuni Busisu. IIpubimsuo y 40—50 %
XBOPUX 3 JIATEHTHUM TepebiroM ypaskeHHsI Mmedin-
k1 XB BUABJISETHCA HEBPOJIOTIYHOIO CUMIITOMATHU-
KOIO, 3a3BUYail Ha 2—3-My JIeCATUIITTI. Y YaCTUHU
MalienTiB  mepebir HEBPOJOTIYHUX — CHMIITOMIB
YIPOZOBK 6araThOX POKIB MPUXOBAHUM, Y PENITH
BOHU MOXYTh PO3BUHYTHUCS Ty:Ke MIBUIKO, TIPU-
3BOJISUYM uyepe3 KibKa MICAIB /0 TTOBHOI Helpa-
11€3/IaTHOCTI JIIOJIUHU.

Hespouoriuni  cumnromu  KiaacudikyioTb Ha:
1) akiHeTWYHO-PUTIAHUN CHHAPOM, TOMIOHUIT 10
xBopobu TTapkiHcona, 2) nceBLoCKIepO3 3 epeBa-
JKAaHHIM TPEMOpY, 3) aTakciio, 4) MUCTOHIYHWI
CUHIPOM. Y 6ararhox BUIIKaX HEBPOJIOTiUHi O3HA-
KU CKJIAIHO KJacu(iKyBaTH, OCKIJIbKU MaIli€HTH
YyacTo MaloTh GiJIbllle HiXK OfHE IOPYIIEHHS 3 Pi3-
HUM CTYTIEHEM TKKOCTI.

TpeMop XapaKTepusyeTbcsi TPyOUMHE, HEpPery-
JIPHUMU KOJTUBATHHUMU PyXaMW B MPOKCUMATTh-

HUX BijlJ[ilaX BEPXHiX KiHI[IBOK ITOAIOGHO 10 «TPiro-
TiHHS Kpus». Moske moripimmTucsa nodepk 3 ¢op-
MyBaHHSAM Mikporpadii sk mpu xBopobi [Tapkitco-
Ha (3aHa/ITO 3MEHIIIeH] 32 PO3MIPOM Ta IIIJIbHO PO3-
TaIoBaHi JTiTepn ).

[Tomwupeni MOTOpHI MOPYIICHHS 13 3aTy4eHHIM
CTPYKTYP TOJIOBHOTO MO3KY. Kiimiuno 11e BUSIBIIS-
€THCS AN3aPTPi€lo Maiike /10 adoHil, sika Moxke Oy TH
MO304YKOBOI0 ab0 eKCTpalipaMiHOI0, CIMHOTEYO0
Ta IMCTOHIEI0 POTOTJIOTKH. /[0 TUITOBUX BUSBIB Ha-
JiesKaTh MPUMYCOBI TPUMacH, BiIKpUTa Iiesena i
Bi/iBiZ TyOU. 3MiHM XapaKTepy MOBH Ta CIMHOTEYA
YacTO € PAaHHIMU HEBPOJIOTITHUMU CUMIITOMAMT.

JlucToHist MOKe OyTH MiCIIeBOIO, CETMEHTAPHOTO
abo JysKe TSKKOIO 3a y4acTio BCIX YacTUH Tija i
MIPU3BOUTH 10 CTIHKUX KOHTpakTyp. Cyzomu pif-
KO TpaIvisaioTbess. MoKyTb MaTH Miclle FOJIOBHUN
6iJb 32 TUIIOM MirpeHi Ta 6e3COHHSI.

Burmouennss XB norpebye TpeMopo-puriHuii
CUHAPOM (<IOBEHIJIbHUHM TapKiHCOHI3M»). Yepes
3POCTAIOYy CKJIAAHICTh Y KOHTPOJI PyXiB abo mpo-
IPEeCUBHY JUCTOHIIO MAIIEHTU IIPUKYTI 10 JIZKKA Ta
He3natHi 0OcayroByBaTh cebe. Boru mepeGyBaioTnh
y CBIZIOMOCTI, ajie He MOKYTb TOBOPUTH. ¥ TAlli€H-
TiB 3 MPOTPECYIOUNM 3aXBOPIOBAHHIM TT€UiHKU HEB-
POJIOTiUHI CUMITOMH MOXKYTh OYTH HMOMHUJIKOBO
MPUUHATI 32 O3HAKW TEUYiHKOBOI eHIledasonarii.
ITpore momaTKOBe jJeTasbHE HEBPOJIOTIUHE 0OCTE-
JKEHHS MO’Ke JIOTTOMOTTH B AuepeHIiiiiniii miar-
nocruti [13].

Hcuxiuni posnaau. [lommpernmMy € TOBEMIHKOBI
Ta MCUXIYHI CUMIITOMH, SIKi Y TPETUHU TAIli€HTIB Iie-
PEAYIOTh HEBPOJIOTIYHUM 200 MEYiHKOBUM BHSBAM.
Y niteit 3 XB 3HMKYETbCS YCIINIHICTD HABYAHHS Y
HIKOJII, CIIOCTEPIraloThCsl 3MiHU XapakTepy, IMITyJIb-
CHBHICTb, JTabITbHICTH HACTPOIO, CEKCYaTbHII €KCTi-
GitioHism Ta HeamekBarHa noseainka [38]. Ili cum-
TOMHU YaCTO TIOMUJIKOBO PO3IIHIOITD SIK TPOOIEMU
HOBEIIHKY, TIOB'A3aHi 3 ITyGepTaTHUM MEPIOIOM.

3a pesyJsbrataMy aHaizy 0a3 HayKOBUX JIAHMX
Ovid, PsychInfo, CINHAL i PubMed (3 TpaBus
1946 p. no Tpasus 2012 p.) migTBEPAIKEHO, 1O IICH-
XiYyHI BULBM € BAKJIMBOIO CKJIQJIOBOIO KJIHIYHOIL
kapTuiu XB ta MOXyTh crioctepiraTucs Ha Oy/Ib-
SIKOMY eTalli 3aXBOpioBaHHA. Ha MOMeHT BcTaHOB-
gennst piarnody XB 30—409% mnaiienTiB MaioTh
cuMItoMu 3minu tcuxiku, a 20 % JiKyoThes y
ricuxiaTpis. [lonmmpeHicTh pi3HUX TICUXIYHUX PO3-
ganis mpu X B 3Hauno Bapitoe. Tak, actoTa gemnpe-
CUBHUX PO3JAJIB CTAaHOBUTH 4—47 %, TICUX03Yy —
1,4—11,3 %. [lesixi myranii rena ATP7B kopesio-

' HELLP-CHHAPOM — TSDKKE YCKIAAHCHHS BATiTHOCTI, IKC BUHHKAE HAMYACTIIIE B TPETHOMY TPUMECTPI Ta XAPAKTCPUIYETHCS TPIaJO0
CHMIITOMIB: T€MOJIi30M, ITiIBUILIEHHAM BMIiCTY IIEYiHKOBUX (PEPMEHTIB, 3HIDKEHHAM PiBHA TPOMOOLIUTIB. Ha3By CHHIPOM OTPHMAB B[
aHmIiiceKO1 abpesiaTypr: H (hemolysis), EL (elevated liver enzimes), LP (low platelet count).
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I0Th 3 MEBHUMHU pucamu ocobuctocti. JKio mneu-
XiYHI CUMITOMM TI€PEAYBaIN MEYiHKOBUM ab0 He-
BPOJIOTTUHUM, TO Cepe/iHsI TPUBAJICTD NIEPioy Mix
iX BUHUKHEHHSIM Ta BCTAHOBJIEHHSIM fmiarHo3y XB
cranosmita 864,3 aua. OTxke, nebior XB y Burmszi
HCUXIYHUX PO3JajiB 6€3 IBHUX IIe4iHKOBUX a0 He-
BPOJIOTIYHUX CHUMIITOMIB YacTO TPHU3BOAUTH IO
BCTAHOBJIEHHS TIOMUJIKOBOTO JliarHO3Y [46].

Immi koriniyni BusiBu. [lo pimKiCHMX TIOYAaTKOBUX
cumntomiB XB (Metrre Hixk 1 %) 3apaxoByIOTh 3MiHN
CTaHy CepIls, HUPOK, IIKipH, KiCTKOBO-M SI30BOI CHC-
TeMH, siKi, Oy/[yd4d TOKCHYHUMHU 3a TOXOJKEHHSIM,
000B’SI3KOBO TIOEHYIOTHCST 3 YPAKEHHIM MEYiHKH.

HeoOximHo Gpatit 10 yBaru CyIyTHE ypasKeHHsI
HUPOK 1pH X B, 1110 TTOB’A3aHO 3 BIJTMBOM HA/IJTUTIKY
MiJli Ha MPOKCcHUMasIbHi KaHaubili. CriekTp TyOyIsip-
HUX AUCPYHKITH PISHOMAHITHUIT — Bijl i ABUTIEHHS
€KCKPeIIil ceyoBOl KUCJIOTH 13 ceueto 10 (hOpMyBaHHS
cunnpomy MaHKoHI 3 aMiHOAIUIYPi€I0, HUPKOBUM
KAHAJIBIIEBUM allUI030M, TJIIOKO3YPI€I0 Ta eJIeKTPO-
JITHUMU TTOPYTIEHHAMA. 3MiHN €KCKPeTIii eJIeKTPo-
JITIB MOKYTb IPU3BOJMTHU JI0 HE(DPOKAIBITUHOBY.

3a octaHHIMI JaHUMU, X B 1oB’s13aHa 3 IeMiHepa-
JIi3aITI€I0 KICTOK YHACIIOK X0JIeCTaTUYHOTO CUH/IPO-
MY i TPUBAJIOTO JTiKyBaHHA D-nienitmmaminom [43].

MeTtoam AiarHOCTHUKH

Beranosnenns miarnody XB TIpyHTyeTbCS Ha
KOMILJIEKCHIN OIliHIIl JJaHUX CIMEHHOro aHamHe3sy,
00’EKTUBHOTO OTJISIZY Ta PE3yJbraTiB JabopaTop-

HO-iHCTpyMeHTanbHOTO oOcTeskenHs. Cepern ra6o-
PATOPHO-IHCTPYMEHTAIBbHUX METO/IB  TIepeBary
Bi/IaloTh BUsIBJIEHHIO Kistellb Kaiizepa — Mueiinire-
pa Ta JTabopaTOPHUM TeCTaM 3 BUBHAYECHHSIM PiBHSI
HepyJIoIUIasMiHy B CHPOBATI KPOBi, 1000BOi eKc-
Kpeltii MiJii i3 cedero, KOHIIEHTpaIlil BiJIbHOI Mijli B
CUPOBATIII KPOBIi Ta Mifli B TKaHNHI Teviniii. Octan-
Hill TeCT BBaXKAIOTh 30JI0TUM CTaHAAPTOM JiarHOC-
truku XB. Xoua 11i 10Ci/KeHHs PYTUHHI, JKO/IHE 3
HUX He € MaTOTHOMOHIUHMM /7ist X B (Tabu. 2).

3icraByieHHS Pe3yJIbTaTiB JaboPaTOPHUX TECTIB 3
JAHUMU aTOMHOI abcopOiiitHoi crekTpomerpii 6io-
NTaTiB MeviHKy NalienTiB 3 XB i BUusHaueHHd KOH-
LEHTPAIlil Mi/li BUSIBUJIO, IO YYTJAUBICTh BU3HAYCH-
H4 B CUPOBATII KPOB1 BMICTY Mi/li Ta IepyJI0ILIa3Mi-
HY, 1000BOT €KCKpeITil Mijii i3 cevero, BUsIBJIEHHS Ki-
Jsierp Kaitzepa — ureiiniepa cTaHOBUTD BiJIIIOBIIHO
85,83,53144 % |23].

g migrBepaxennd niarno3y X B 3azBuyaii foc-
TATHbO BUSIBJICHHS TIOEMHAHHS HASIBHOCTI KiJellb
Kaiizepa — @Dueiinepa ta HUBBKOTO PiBHS CHPOBAT-
KOBOro 1epyJsonnasminy (Huwxkde 3a 0,1 r/m). B in-
WX CUTYaIisIX €EBPONENCHKI €eKCIIEPTU PEKOMEH/LY-
I0Th CKOPHCTATHCST GATIBHOIO CUCTEMOIO J[IarHOCTH-
ku XB (tabu. 3), npuiisaroro Ha 8-it MixkHapoaHiil
koHgepeniiii, npucssiuerin XB (Jleitnur, 2001)
[9]. diarHOCTHYHMIT aJTOPUTM, SAKWH TPYHTYETHCS
Ha GasbHIl cucTemi iarHocTuku XB, HaBeIeHo Ha
puc. 1. Ilizxomu mo miarnoctuku XB mpu HeyTouHe-
HiiT XBOpOOi TIe4iHKM Ta y MAIEHTIB 3 HEBPOJIOTiY-

Tabmuiis 2. PyTHHHI 1a00pPATOPHI JOCTI/IZKEHHA I JiaTHOCTHKH XBOPOOH BitbcoHa [7]

Tunoswmii . XuGHONO3UTUBHHI
ITokazuux XuOHOHEraTHBHUIA Pe3yJIbTaT
pe3yJbTar pe3yJibTar
Hopwmanpanii piBeHb Tpy aKTHBHOMY 3aIATBHOMY .
3 . S Hwuskwnii piBenn
HUKEHHS IpOIIeci B TeUiHIi Geont
- o . . . . . Mampabcop0iist
Uepystonnasmin mas0% 3aBuIeHH TOKA3HUK IPU IMyHOJIOTIYHOMY aHali3i poui
Yy CUpPOBaTIll KPOBL B1JI HUJKHbBO1 A]_[epyﬂonﬂa3M1HeM1;[

MesKi HOpME Baritnicts

JlikyBaHHS ecTporeHaMH

Tereposurornuii BapianT

>1,6 MKMOJIB/

JloGoBa exckpettist o0y
Mizli i3 cevero >0,64 MxMomb/  Henpasubiuii 36ip ceui
100y y miteit

V niteii 6e3 3aXBOPIOBAHHS [EUIHKI

TenaTonemossapuuii HeKpo3
Xonecras
3abpyaHeHHs 3paska cedi

Binbra minn

. . >1,6 MKMOJIb/J1
y CUPOBATII KPOBi

Hopmasnbsunii piBeHs, SKIINO 1epyIoIIa3Min
3aBUIICHUI TPU IMYHOJIOTTYHOMY aHaJTi31

Komntenrpartist miji
B TIAPEHXiMi MevinKu

>4 MKMOJIb/T
cyxoi Macu

IIpn miciieBuX 3MiHaxX y MaI[i€HTIB 3 aKTHBHUM
3aXBOPIOBAHHAM ITEUIHKHU TA Y MAIIEHTIB
3 By3JIaMU pereHepartii

XoJteCcTaTU4yHi CUHPOMU

Kisbia Kaiizepa —
Dyreiitiiepa, BUSBIIEH] €
3a JIOTIOMOT0I0

IILJIMHHOIL JIAMITN

dopmoio XB

¥ Gisbinocti pigHux Gpatis Ta cecrep
3 ACUMIITOMATUYHUM 1IepeGiroMm

Hemae maitke y 50 % martieHTiB 3 meqiHkoBOIO

IlepBunHuii GiiapHuit
Mpo3
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Tabmuug 3. CHcTeMa NiIPaXyHKy OaIiB
JUISL TiIarHOCTHKH XBOPOOH BitbcoHa [9]

Tunosi KIiHiYHi CHMITOMH Ta O3HAKH

Kisbis Kaitzepa — Dureiiniepa
€ 2
Hemae 0

Hesposioriuni cummnromu ™

Tsoxkuit cTyminb 2
Jlerkuii crymninb 1
Hemae 0

[epymommasmin y cupoBatiii KpoBi, T/J1

> (0,2 (Hopma) 0
0,1-0,2 1
<0,1 2
KymOc-HeratiBHa reMOJIiTHYHA aHEMist
€ 1
Hemae
Immi rectu

KomnrtenTpartist Mizi B mapenximi nevinku
(3a BiICYyTHOCTI X0JIeCTasy ), MKMOJIb/T

>4 (> 5 3HaueHb BEPXHBOI MEKi HOPMI ) 2

08—4

<0,8 (nopma ) -1
Popanin-nosurusni rpamysm** 1

Minp y cedi (3a BiICyTHOCTI TOCTPOTO TETIATUTY )
Hopma
1—2 3Ha4yeHHsT BepXHBOi MeKi HOPMU
> 2 3HaYeHb BEPXHbOI MEKi HOPMU

Hopwma, asie > 5 3HaueHb BEPXHBOI MK HOPMI
mics npuitomy D-neninunaminy

NN -, O

Myrarii
¥ nBox xpomocomax
¥ opniit XxpoMocomi 1
He BusiBiieno 0

[TpymiTKa. * AGO TUIOBI 3MIiHH HiJ] YaC MATHITHO-PE30OHAHCHOL
TOMOTPAdii TOTOBHOI'O MO3KY.

" SIKIIO HEMAE KiJIbKiCHOI'O 3HAYCHHA KOHLICHTPALLT Mizii

B TKAHMHI IEYiHKH.

Inrepnperarrisi pe3ysbrariB

Cyma GasiiB > 4 — JliarHO3 MiTBEPIKEHO;
3 — giarnos MOKIMBUI, TTIOTPIOHE IOAATKOBE OOCTEKEHHS;
<2 — nmiarHo3 MaJIOUMOBIPHUIA.

HuMM 200 /i ICUXIYHUMY PO3JIafiaMu 3 4i 6e3 3aXBO-
PIOBAaHHS TIEUiHKN HaBeeHO Ha PUC. 2, 3.
Bioximiuni neuinkoBi nokasuuku. HesanexHo Bij
HAsABHOCTI cuMOTOMIB TIp XB BMIiCT medinKOBHUX
TpaHcdepa3 3a3BWYAll AHOMAJTIBHUI, 32 BUHSATKOM
miTell paHHBOTO BiKy. B 6araThox BUMAIKaX CTYIiHb

MiZIBUIIEHHS PiBHS TEUiHKOBUX TpaHcdepas He Bi-
JMOOPaKy€E TSKKICT YpasKeHHsT OpraHa.

BwMicT ceyoBoi KMCIOTH B CUPOBATIIi KPOBi MOKe
O6ytu 3MmeHIeHnil Ha Ti1i XB 3 medinkoBumu abo
HEBPOJIOTIYHUMH CUMIITOMaMU Yepe3 TOB’sI3aHy 3
HUMU AUCHYHKITII0 HUPKOBUX KAHAJBIIB (CUHAPOM
Mankoni). Jlokasu MPOrHOCTUYHOI IIHHOCTI 1HOTO
IMOKA3HIKA HEJOCTATHI.

Ilepyomna3min € OCHOBHUM HOCIEM Mifli B KPOBi
(B HOpMI — 710 90 % Mifi, sTKa IUPKYJIIOE B KPOBI).
Bin MicTuTh 11icTh aTOMIB Mifli HHa MOJIEKYJTY (XO0JI0-
HepYJIOIIIa3MiH ), ajie MOsKe OYTH HasiBHUM JIUIIE SIK
GIJTOK, KW He MICTUTD Mijii (AItonepyIomnasMin).

BumipioBaHHSI KOHIIEHTpAITii 1[epyJI0IIa3MiHy B
CHUPOBATII KPOBI TPOBOJIATH 32 JIOITOMOTOIO aHTUTLJI
abo ensumocrenudiuanx cyberparis. ObuaBa 3a-
coOu BBa)KAIOTH PIBHOIIHHUMM, TPOTE iMyHOJIOTTY-
Hi METOIW MOXYTbh IMOMHUJIKOBO 3aBUIIyBAaTU KOH-
LEHTPAIIIIO IePYJIOIJIa3MiHYy, OCKIJIbKA He BPaXOBY-
IOTh PI3HUITIO MIXK XOJIOIEPYJIOTIa3MiHOM i arolie-
pyJsioriasminom. Pe3ysibratii eH3UMHOTO aHai3y,
MIPOBEIEHOTO Y PIBHUX JIAOOPATOPIsIX, MOXKYTb Bi/l-
PIBHATHUCS 3aJI€KHO BiJl HUKHBOI MEXK1 HOPMU 11epy-
gorasminy (Bin 0,15 1o 0,2 r/m). Ilpu XB 3naven-
H I[bOTO TTOKa3HMKA 3a3BMyail Hskde 3a 0,1 1/71.

[lepysomiasmMin  HaJleXKUTh [0 OUIKIB TOCTPOI
(asu, TOMy TOCTPHIl 3anajbHUIl Tporiec OyIb-sIKOl
JIOKaJi3allii, 30KkpeMa B MeUiHIli, MOKe CIIPUUUHUTH
MABUIIEHHSA 3HAUYEHHS I[bOTO TTOKa3HNKa. KoHTIeHT-
paltisg 1epyJaoIIa3MiHy IiIBUIIIEHA TAaKOXK IIPU CTa-
Hax, TTOB'I3aHUX 3 TilIEPECTPOTEHEMIETO, HATTPUKIA,
IPpY BariTHOCTI YW MPUHOMI €CTPOTeHIB Ta JeSKUX
OPAJTBHIX KOHTPAIIETITUBIB.

PiBenb nepynoniasminy 3a3Budail 3HUKYETHCS Y
MAIEHTIB 3 HEBPOJIOTIYHUMU BUgBamMU XDB, aje
MOsKe OyTH B MeKaX HOPMU TIPUOJIM3HO Y TIOJIOBUHI
MAI[EHTIB 3 AKTHBHUM 1epeOiroM 3aXBOPIOBaHH. 3
iHmoro GOKy, BMICT IlepyJIOIIasMiHy Moke OyTH
HU3bKUM 3 IHIINUX NpuuuH, KpiMm XB, Hanpukmiazn,
[IPU aBTOIMYHHOMY TelIaTUTI, TPUBAJIOMY IapeHTe-
paTPHOMY Xap4yyBaHHI, Ta 4aCTO OB’ I3aHmi 3 medi-
uToM Oijika B yMOBax BHPa’KeHOI HUPKOBOI abo
KMIIIKOBOI BTpaT OijiKa, PU CUHAPOMI Maibad-
copbiii, mesmakii, TKKii edinKoBiil HegocTaTHOC-
i za 1711 I{TT 6y 1p-s1K01 eTiosorii.

SHWKEHUN PiBeHb 11E€PYJIONJIa3MiHy CIIOCTepira-
10T pu63HO y 20 % reTepo3uroTHUX HOCIiB My-
taitiii rena ATP7B 6e3 KJIiHIYHUX BUSBIB HAJJIUIII-
Ky Mi/li, @ TaKOX TIPU CIMENHIN arepyJonia3Mine-
Mil. B octaHHbOMY BUIIAJKy B3araji HEMOXKJIUBO
BUMIPSATH BMICT II€PYJIOTIJIA3MiHY B CHPOBATII KPO-
Bi. AllepysiomazmMinemMiss — ay:Ke pifKicHe 3aXBO-
PIOBAHHS, TIPU SIKOMY Ma€ MicIle MyTallid B TeHi Iie-
pyJIoIIa3MiHy Ha 3-if XpoMocoMi. Y JTIOIUHHA PO3-
BUBAETHCA TTEPEBAHTAKCHHS 3aTI30M, & HE MiJIIO.
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TurmoBi KIiHIYHI CUMIITOMKA

(excrparipamigsi cumiromu, Kbl Kaitsepa—Dureiiepa, piBens 1epyIoniasminy )

' L

L

( 0—1 6an > < 2—3 6anu

) (C

YcranoBiaeHuii iaraos

> 4 GaiB >

Exckpenis mifi i3 ceyero
> 1,6 MKMOJIb /1100y *

Exckperntia Mizi i3 cevyero
> 1,6 MKMOJIb/ 100y *

AHai3 MyTaiiit

I
/ 0 myTartiit

v Hopwma unt < 4 MxMomTh /T

v

< 3 6asnu l
1 myTartis

<

KonnenTparist mizi
B [TAPEHXiMi TeYiHKI

v

> 4 MKMOJIb/T

_><
_><

: |
>4 GaniB 2 myTarii

*V piTeit Moxxe 6yTH 3HIDKEeHA /10 0,64 MKMOJTb/I00Y.

Puc. 1. JiarHOCTHYIHHIH AJITOPHUTM XBOPOOH BijibcoHa 32 JICHIIIIU3bKOIO CHCTEMOXO IiIPAXYHKY OaJIiB [7]

Heyrtounena XxBopo6a nevyiHku
(uepyJionIasMit; 24-roMHHa eKCKPELisa Miji 3 ceueio®; 06¢cTesKeH sl 31 MITMHHOIO JIAMIIOI0)

€ xinbira Kaiizepa— Dueitmepa
Jlo6oBa ekckpertist Mizii 3 cedeio > 40 MKr

Hewmae kinenp Kaiizepa— @Deiinepa
Hepynommazmin < 20 mr/zin

Hepymommasmia
> 20 mr/mn

Hepymommasmin
<20 mr/mn

JloboBa ekckpertist Mizi Jlo6oBa ekckpertist Miji
3 cevero < 40 MKr 3 cevelo > 40 MKr

J

v v

bioricis medinku 11t TiCTOJIOTTYHOTO JTOCTIKEHHST
Ta BU3HAYEHHS KiJIbKOCTI Mi/Ii

TICTOJIOTIYHOTO JOCI/PKEHHST

bioricis nevinku st
BU3HAYEHHS KiJIBKOCTI MiIi

bioricis meuinkm piist

| Vv

<250 MKr/T cyx0i Macu > Moutekyisipre TecTyBaHHs** <— 50—250 MKT,/T cyx0i Mach
| \L |
> 250 MKT/T cyx0i Macu ( [T——— >L/ < 50 MKr/T cyxoi Mmacu
\L |
. . > 250 MKr/T i
( JiarHo3 xBopo6u BinbcoHa BCcTaHOBIEHO >< MKT/T cyxoi MacH

* IlepekoHaUTECH Y IPABHIBHOCTI 300py Cedi.

** MOJEKYIIPHE TECTYBAHHS O3HAYAE IATBEPAKEHHA TOMO3ZUTOTHOCTI IPOTATOM OJHIi€T MyTallii 460 BUBHAYEHHs CKIAIOBUX

JIBOX MyTallil, 3'€/IHAHOI I'€TEPO3UTOTHOCTI.

Tepepaxynok B oaunuili Cl: iepynoruazmin < 20 mr/mat a6o 0,2 1/, 24-roguHHa eKcKpeltis Mifi i3 cedero >40 mr /no6y
260 0,6 MKMOJIb/I06Y. J1iarta30H1 HOPMU IS [IEPY/IOIUIA3MIHY MOKYTh HE3HAYHO BiIPI3HITHCH 3AICKHO Bi/T JJAGOPATOPIi.

Puc. 2. Iligxim 10 AiarHOCTHKH XBOPOOH BilbCcOHA y pa3i HEyTOYHEHOI XBOPOOH NeUiHKH [7]

[ToTpiGHO maM’saTaTH, O B HOPMi BMICT 11E€pyJI0-
IJIa3MiHY 3aJI€KUTh BiJl BiKY: BiH 3a3BUYail HU3b-
KUM y AiTel BikoM 110 6 Mic, y IiTeli CTapIIoro BiKy
MOske OyTH TPOXM BHIINUM, HIXK y gopocanx. Kpim
TeHeTUYHUX MYTallill, HU3BKUN pPiBEHBb IIEPYJIO-

IJIa3MiHy € XapaKTePHOIO 03HAKO0I0 XBOpoOu MeH-
Keca, JIysKe PiIKicCHOTO X-XPOMOCOMHOTO BPOJIZKe-
HOT'O TTOPYIIeHHSI 0OMiHY PEYOBUH, 110 TPU3BOIAKUTH
110 1eheKTy B TPAHCIIOPTI Mifli uepe3 MyTarlii B reHi
ATP7A [28].
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Hesposoriuni Ta/a00 ncuXiuHi po3iajy i3 3aXBOPIOBAHHSIM IIEYiHKH 200 0€3 HbOro
(uepyJioniasmin; 24-roguHHA eKCKPELis Mii 3 cedero; 00CTeKeHHA 31 IIIMHHOIO JAMIIOI0 )

€ xinbirg Kaiizepa— Dueitmepa
JloboBa ekckpeltis Mizi i3 cedero > 40 MKr

Hepymomnazmia
<20 mr/mn

epysommasmin
> 20 mr/

v

MouexyispHe TeCTyBaHH:

+ \L—

Hewmae kinenp Kaitzepa— Deiinepa

Hepynormiazmin
<20 mr/mn
Jlo60Ba eKcKpertist Mijti
3 cevero > 40 Mkr

Hepynommazmin
> 20 mMr/m
Jlo6oBa exckpenis Mizi
3 cevero < 40 MKT

N

bioricist meyiHKy 17151 TiCTOJOTIYHOTO AOCIPKEHHST Ta BU3HAYEHHS KiJIbKOCTI MiJIi

4

y y

> 250 MKT/T cyxoi Macu

50—250 MKkr/T cyxoi macu

< 50 MKr/T cyxoi macu

A4 v J’

v y v

+
@mmoa xBopoOu Binbcona BCT&HOBJICH(D(—
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Puc. 3. IIigxig 40 JiarHOCTHKH XBOPOOH BLIbCOHA y ITAIli€HTIB 3 HEBPOJIOTiYHHMMH T4/200 NCUXiYHUMH

po3nagamu 3 uu 6e3 3aXBOPIOBAHHA MIEYiHKH [3]

Takum unMHOM, 3MiHAa BMICTY 1E€PYJIOILIa3MIiHY €
HEZOCTATHHOIO JJIA JIarHOCTUKU a00 BUKJIIOYEHHS
XB. [IpornoctryHa I{iHHICTD LEPYJIOIIa3MIHY JJIs
JiarHocTUKM XB TIpu rocTpiil MediHKOBil Hemo-
CTaTHOCTI € MaJI0IO.

Mizap y cuposariii kpoBi. Mi/ib B opraniami Jiou-
HU iCHY€ TIePeBasKHO Y BUTJISIL CIIOIYKH 3 OikaMu,
MENTUaMu Ta IHITUMU OPTraHIYHUMH PEYOBUHAMH,
a KOHIIEHTpallid BUIBHOI Mi/ii B IIUTOIJIa3Mi BKpaii
Husbka. Ilig piBHeM sarasbHOI Mizfi y cUpOBaTiii
KPOBI pO3YMIIOTh CyMapHYy 11 KiTbKICTh (CyKyTTHICTD
Mijli TIepyJIOTIIIa3MiHy Ta BiJIbHOI Mijli). 3 OrJIsijly Ha
1e npu XB piBeHb 3arasibHOI Mijil 3a3BUYail 3MEH-
HIYETHCS MPSIMO MTPOTIOPITIITHO 3HIKEHHIO PiBHS 11e-
pyromiasMiny. ToMy A7 OMHKYA CTaTyCcy Mifi 10-
IIJIBHO JIOCJI/KYBATH BMICT Mi/Jli pa3oM 3 BU3Ha-
YeHHSM PiBHS 1IePYIOTIIa3MiHy.

Hopmanbauii ab0 1miABUILEHUI BMICT 3arajbHOl
MiJTi Ha TJIi 3HUKEHHS PiBHS 1IEPYJIOTIIa3MiHy CBifl-
YKUTh PO 30LIbIIEHHSA KOHIEHTPAL] BiIbHOI MiJji.
[e crocTepiraioTh y MAIi€HTIB 3 TAKKUM ypaKeH-
HSM TeYiHKH, KOJIM Mi/lb Y CUPOBATIIi KPOBI MOKe
OyTH B MesKaX HOPMAJIbHOTO Jialla30Hy He3aIesKHO
Bi/l TOTO, TBUIIEHN YU 3HUKEHUH PiBEHD 1epy-
JoTIa3Miny. BMict BisibHOI Mifi MOsKe Oy TH 3HAYHO
MIIBUIIIEHUM 4Yepe3 parToBUU BUKU/ Mifli 3 /1eT0
MEYiHKY BHACTIIOK ITUTOMI3Y TeMaTOIUTIB MPU TO-
CTpiil MeuiHKOBIiN HegoCTaTHOCTI OY/Ib-SIKOI €TioN0-
rii, HAPUKJIAA, HA TJi XPOHIYHOTO XOJecTasdy, a

oco6Bo BHACHIOK XB, a TakokK y pasi iHTOKCH-
Karfii MiiyIio.

BwmicT BisibHOT MiJli MOJKHA PO3paxyBaTU TaKUM

YUHOM:

Mg =My — My,

ne My — BinbHa Minb; M. — 3araibHa KOHIIEHTpa-
Iig Mifi B CMPOBATIi KPOBi (MKT/J; BMICT Mifi y
MKT/JT MOJKHA OTPUMATH TTOMHOKUBINN Ha 63,5 pi-
BEHb Mi/li Y CHPOBATIli KPOBI y MKMOJIb/71); My —
piBeHb Mijli, 38’513aHOI 3 1IE€PYJIONJIa3MiHOM (MKT /J1;
piBeHb Mijli, 3B’13aHOI 3 TIEPYJIOTLIa3MiHOM, Y MKT/JT
MOXKHA OTPUMATH TTOMHOKUBIIHN Ha 3,15 KiTbKiCTH
MEPYJIOTIIA3MiHY Y MT/JT).

Kownrtienrpartito BiJibHOI Mi/li, pO3paxoBaHy 3a 3a-
TJIbHUM 3HAYEHHAM BMICTY Mijli Ta 1IePyJI0TIa3Mi-
HY, 3alIPOIIOHOBAHO $IK IarHOCTUYHUI TecT Ha XB
[33]. ¥V mailiTsikumx BUTIAAKAX ii piBeHb CTAHOBUTH
nonag 200 mxr/mn. OcHoBHa 1pobJieMa 3 BiJIbHOIO
MizTio B AiarHOCTHI X B mosisTae B 3a71€KHOCTI Biff
TOYHOCTI METO/IIB BUMIPIOBAaHHS Mi/li Ta IepyJio-
MJIa3MiHY B CHPOBATIIi KPOBi, TOMY BBa)KaloTh, IO
1eit TecT Ma€ GIIBINY IIHHICTH Y MOHITOPUHTY ap-
MakoTeparii, Hixk y miarnoctuiti XB.

Exckpenist mizi i3 ceuero. KinbkicTb Mifi, sska BU-
BOJIMTHCS 13 Cedyero MpOTAroM J00U, PO3TJISIAI0Th
K JIONIOMIDKHUI NOKa3HUK I JIarHOCTUKHU Ta
KOHTpOJIIo JikyBanug X B. ¥ marienTis, ki He mpo-
XOIWJIN JIKYBaHHs, 1000Ba eKCKpellisd Miii i3 ce-
yelo BigoOpaskae KibKicTh BibHOI Mimi. [lust Bu-
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3HAUEHHSI €KCKpellil Mijli 3 cevyelo BaKJIWBUMU €
TouHM1 00’€M ceui Ta piBeHb 3araJbHOrO KpeaTHHi-
Hy 3a 100y. TecT He 3aCTOCOBYIOTh Y pasi HUPKOBOI
HEeOCTATHOCTI.

B oci6, ski MaioTh TUIOBI CUMITOMHU Ta He MPO-
XOJINJIN JIIKyBaHHS, €KCKpellisl Mijii i3 ceuero 1epe-
suiye 1,6 mxmosb/no6y (100 mr/mo6y), 1o BBa-
skaroTh gokaszoM XB. IIpore 6asanbHa 24-roguHHa
eKCKpelliss Mifi i3 cedeio Moske OyTH MEHIIe Hix
1,6 MkMOJIB/ 106y B 16—23 % XBOpHX, 30KpeMa 1pu
6escumnromaomy Trepebiry XB y aiteit un Gpatis i
cectep naiiernTa. OCKUIBKM eKCKPeEIist Mijli i3 ceuero
He3HayHa B 3J0POBUX 0cCi0, 1i 3HaYeHHs MOHAJ
0,64 MrMOJIb/100y MOsKe OyTH TTOKa3HUKOM XB y
JIiTel, IKi He MaloTh CUMIITOMIB.

IIpob6iemMamMu BUMIpIOBaHHS 24-TOAMHHOI €KC-
Kpertii Mizii € HermoBHMIT 36ip 706OBOI cedi, a TAKOK
3a0py/IHEHHST MiJ/II0 KOHTeHepa JIJIst 3pa3Ky cedi B
nprcTpoi. OcTaHHIO TIPOGIIEMY BUPIIIIEHO TTiCJIst T10-
SIBU OJTHOPA30BUX KOHTEHEPIB.

Iureprperaliis 1060BO1 eKCKpelii Miii i3 ceyero
MOsKe Oy TH yCKJIa[HEHA Yepe3 CXOKICTh 3 Pe3yJibra-
TaMU TP iHITUX 3aXBOPIOBAHHAX METiHKY (HATIPHU-
KJIaJl, IpU aBTOIMYHHOMY TelaTUTi, XPOHIYHUX 3a-
XBOPIOBaHHSX TEYiHKM ab0 X0JIecTasi, TOCTpiil re-
YiHKOBIi1 HEZOCTATHOCTI OY/1b-SIKOTO MTOXO/[KEHHS ).
Tereposurorni Hocii TakOX MOXKYThb MaTW BUIIUN
piBeHb BUJILJIEHHS Mijli 3 OpraHiaMy, Hixk KOHTPOJIb-
Ha TPy, X09a X TOKAa3HUKH PiZIKO TTEPEBUTITYIOTH
cepe/iHi HOpMaJIbHi.

Busnauenns ekckpeltii Mijii y cedi Ha TJIi 3acTO-
cyBaHHa D-meninuiaMiny BBaXkaJqu KOPUCHUM
JIarHOCTUYHUM TeCTOM. Y IefiaTpUYHIi IpakTHIl
el tect Gys0 BU3HAHO cTaHmapToM. IIpu 1bomy
500 mr D-meninuiraMiny BBOAMJIN MEPOPATHHO HA
nmoyaTky ta uepe3 12 ron nmpotsirom 24-rojgnHHOTO
300py ceui HesasexHO Bijx Macu Tijna. Ha Biaminy
BiJl iHIIUX XBOPOO MEYiHKH, 30KpeMa aBTOIMYHHOTO
TemaTuTy, IEPBUHHOTO CKIEPO3yBATbLHOTO XOJIAHTi-
Ty i rOCTpPOI IeUiHKOBOI HeZIOCTATHOCTI, ipu X B Bu-
SBJICHO YiTKY KOPEJIALIII0 3 EKCKPEIli€io Mijli 3 opra-
Hi3My moHa/ 25 MKMOJIb/100y. OTiHKA IIbOTO TECTY
JUId JIiTel miaTBep/nyia Moro 3Ha4YeHHs B JllarHOC-
tuili XB 1ipu nomkokeHHi nedinku. [Ipore tect
OyB HEHAIWHUM TIPM BUKJIIOYeHH] miarHo3y XB y
6paTiB 4M cecTep XBOPOro, Ki He MaJu CUMIITOMIB
[25], Tomy fioro He 3aTBEPKEHO K ETUHUN TECT
JUIS CKpUHIHTY.

[Ipu nopiBHAHHI AiTEl 3 IHIIUMN 3aXBOPIOBAH-
HSAMM TIeYiHKU TecT 3 D-neHinumaMiHoM MaB 4yT-
auBicts 12,5 %. HuHi nponoHyioTh BUKOPUCTAHHS

HUZKYIOTO HOPOTY JIJIsT eKCKpelii Mifi i3 cedero (6e3
D-neninunaminoBoi ctumyaiii) 1o 0,64 MKMOJb/
100y, 1110 301/IbIIY€E YYTAUBICTD TECTY i POOUTH He
HOTPIGHUM TECT 31 CTUMYJISATII €0 D-TIeHinnIaMiHoM.

Tect 3 D-nieninuiaMiHoM BUKOPUCTOBYBAJIN I
JIOPOCIINX, aje y 6araTboX MOCJIIKEHHSIX 3aCTOCO-
BYBQJIU Pi3Hi 1034 1 TepMinu npuitomy D-nieninui-
aMiHy, TOMY IIeil TecT He peKOMEHIOBAHO [IJISI Jliar-
HoCcTHKM XB y 3pisiomy Billi.

Konnenrpanist Migi y napenximi meuinku. Hako-
MUYEHH Mi/Il B IEYiHIl € BiIMITHOIO 03HaK0I0 XB.
ITpore crerianbhe hapOyBaHHs poaaMiHOM abo
oprieinoM G6iOTITaTiB TEYIHKKM A€ 3MOTY BUSBUTH
JIOKQJIbHI JIeTI0 HAKOTHMYEHHS Mi/li MeHIle HiXK Yy
10 % mnarientis. lle MOACHIOETHCA TUM, 1[0 METOLL
JIa€ 3MOT'Y BUSIBUTU HAKOTTMUEHHS MiJIi JIUIIIe Y JIi30-
comax. Tomy niepeBaHTa)KeHHH TEYiHKUA MiJJII0 He
MOke OyTH BUKJIIOYEHO 4Yepe3 OflHe TicTOXiMiuHe
JOCJIKEHHS G10NTaTy MediHKu.

Metomom BrOOpY st miarHocTuku XB € BuMi-
PIOBAHHS KOHIEHTPAIll MiJli B IIapeHXiMi IIe4iHKH.
Jlyist 1iboro GionTaTy MOTPIOGHO TIOMICTUTH CYXUMU B
HEMOKPUTHI Mi/TI0 KOHTelHep 6e3 0coOMMBHX 3a-
XOJIiB, TAKUX K 3aMOPOKyBaHHs. TOUHICTD JOCTi/I-
JKEHHsI TTIBUIIYETHCS IPU Po3Mipax GiomnTary re-
YiHKM ToHa 1 cM JOBXKWHU 3pa3Ka, OTPUMAHOTO
npu Giorcii. ITapadinizoBani 3pasku Gionraris me-
YiHKM TaKOXX MO’KHA [IOCJI/KYBATH Ha IIpeaMeT
BMICTy MiJii, ajle pe3yJbTaTh € MEHII HaJiiHUMU
0C00JIMBO, SIKIIO 3PAa30K 3aHAATO MM

Bwmict migi y mewinmi moHam 4 MKMOJB/T CyXoi
Macy BU3HAHO HalKparyuM 6i0XiMigHIM JJOKa30M Ha-
sasHocTi XB. 3amwkennsa mexxi 3 4,0 10 1,2 MKkMoas/T
CYXOi MacH MiJIBUIIYE Yy TJAUBICTb MeToy i3 83,3 110
96,5 % npu 36epesKeH I IPUITHATHOIL crienndivyHoc-
Ti (95,4198,6 %) [25].

OCHOBHOIO TIPOGJIEMOIO TIPM BU3HAYEHHI KOH-
IeHTpallil Mijli B NMapeHxiMi MeYiHK1 € HeOTHOPiJI-
HUI PO3MOJIJT Mi/li B opraHi Ha Mi3HiX cTamisax XB.
ITokasHUK Moske OyTH HENPaBUILHO BUMIPSHUI
yepe3 TIOMUJIKY 3pa3ka. B memiaTpuyHiii mpakTHUIL
ITOMUJIKA 3pa3Ka € IOCUTD IOIUPEHOI0, TOMY 1€ J10-
CITIKEHHS € HeHaIinHuM MeTozioM y aiteti 3 I1I1 ta
KJITHIYHO sIBHOIO X B.

[Tpm TpmBasomy XosecTtasi BMICT MiJli B TTEUiHII
TaKOK MOsKe OyTH 301/IbIIIeHIM. 3HAYHO ITiABUIIEH]
PiBHI MiZli B TIEYiHIII MOKHA BUSBUTHU TIPU iTioTa-
TUYHOMY CHHJIPOMi MiJTHOTO TOKCHKO3Y, HaIlpu-
KJIaJ1, TIpH iHAichKoMy aurstaomy 1TIT2.

Ticrosoria neuyinku. /[1g piarHocTuku 6iorciio
MEeYiHKU JIOIIJIbHO TTPOBOJIUTH JIMIIE Y BUIIAJKAX,

2 Inpiviceruit aurrstaviet LT, veinggisickmit qurstauit LT ta ijionatidna MijjHa iIHTOKCHKALTisE — MMOBIPHO, i/ICHTHYHI 3aXBOPIOBAHHS,
NPH AKAX HAITMIIOK Mifli cnpudanase LI I[IpUarHOIO € BKHUBAHHSA MOJIOKA, SIKE KUITATHIN Y1 30€PIraan B MiTHUX a400 JTATYHHUX

CY[MHAX 3 KOPO3I€IO MCTALY.
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KOJIV KJIIHIYHI O3HaKM Ta HEeiHBa3WBHI TECTHU He Jla-
I0Th 3MOTW BCTAHOBUTH OCTaTOYHUN AiarHo3. CyT-
TEBOIO TIEPENIKOA0I0 [/t [IPOBeeHHs Oioncii me-
JiHKK MOsKe OyTH HasIBHICTD y Malli€HTa JeKOMITEH-
coanoro IIT a6o TsKKOT KoaryJiomnarii.

[lo HalitlepIuX TiCTOMOTIYHUX 3MiH Y TTeUiHIl Ha-
JIekaTh MOMIpHUH cTeaTo3 (MiKpo- Ta MaKpOBe3U-
KYJISIDHUI), TJIIKOT€HOBI si/[pa remnarornuTiB i ¢o-
KaJIbHUH rernaTole/ iospHuil HeKpo3. YacTo 11i 3Mi-
HU TIOMWJIKOBO 3apaxoOBYIOTh 0 HEAJTKOTOJIbHOI
JKMPOBOI XBOPOOM TI€UiHKHM, 30KpeMa HeaJlKOIoJIb-
HOTO CTEaTOTeNaTuTYy.

bioncis neuinku npu X B Mozke BUSIBUTH KJ1acuy-
Hi TicTO/IOTIYHI 0COOMBOCTI aBTOIMYHHOTO TeTIaTH-
Ty. ¥ Mipy ITpoTpecyBaHHs TOITKOIKEHHS TTapeHXi-
MU posBuBaeTbest Hiopos i sromom I Bimsbko
MoIOBWHY XBopux MaioTh 1111 Ha yac BcTaHoBIEHHS
niarHozy XB. € noBizioMJIeHHS TIPO KiIbKOX JITHIX
naiienTiB 3 XB, gaki ne masu 11 un o3Hak ymkoz-
JKEeHHS TIeUiHKH.

IIpu roctTpiii ne4iHKOBI HEAOCTATHOCTI BHACJII-
ok XB crioctepiraloTh renaTolesNspHy JereHe-
pailiifo Ta napeHxiMaJbHUI KoJaIc, 3a3Bu4ai Ha TJii
HII. ITixg gac TOCTPOro ypaskeHHs XapaKTEePHUM €
aTIoIITO3 TeIaTOINTIB.

Bugsnenna mizi B reratornuTax misIxoM 3BUyaii-
HOTO TiICTOXIMIYHOTO MOCTI/UKEHHS € HeHaiHHIM
MeToz1oM. Tak, Ha paHHIX cTaisax X B Mi/b mepeBask-
HO HasIBHA B IIMTOILIA3MI, ITOB’sI3aHa 3 METAJIOTIOHI-
HOM 1 He BUSBJISETbCS TicToximiuno. Ha mpectanii
ITIT kinbKicTb Mijtl pi3Ha SIK y KJIITUHAX [TEYIHKH, TaK
1 B IIMPOTUYHUX BY3JMKaX. BiICyTHICTD ricTOXiMiy-
HO BUABJIeHOI Minl He Bukiouac XB. Jlisocomui
KOMILIEKCH Mili MOKYTh OyTi nocdhapboBaHi pisHu-
MU METOIaMH, 30KpeMa PoAaHiHOM abo OPIIETHOM.

YnbTpacTpyKTYpHUil aHai3 3pa3KiB IMeviHKK Ha
CTajlii cTeaTo3y AEMOHCTPYE HASABHICTH cHeTrdiy-
HUX MITOXOH/IPiaJIbHUX MOPYIIeHb. TUIIOBI 03HAKU
BKJIIOYAIOTD BapiabebHICTh PO3MipiB i hopmu, -
BUIIIEHHST HIIJIbHOCTI Martepiajsy MaTpHIli, HasiB-
HICTh YNCJEHHUX BKJIOYEHDb, 30KpeMa JIiMifiiB, i
APIOHO3EPHUCTOT  CTPYKTYPU MaTepiaiy, sSKUM
Moke Gytu migp. HaitgiTkinmoo 3miHo0 € 36i1b-
IIEHHST BHYTPIITHHOMEMOPAHHOTO TIPOCTOPY 3 PO3-
IUPEHHSAM KpaiB MeMOpaH, 110 Hala€ «KiCTO3HO-
ro» BUTJISAY. 32 BiJICYyTHOCTI XoJectasy 11 3MiHU
BBa)KAIOTh IIAaTOrHOMOHIUHMMU o3Hakamu XB. Ha
MI3HIMMX CTaJigX 3aXBOPIOBAHHS BUSBJISLIOTH
ITThHI BiIKTAN€HHSI y MesKaX J30COM. YIBTpa-
CTPYKTYPHUI aHaIi3 MOKe OYTH KOPUCHHUM JOTIO-
BHEHHSIM 715 AiaTHOCTUKH [36].

Hocaigkenns crany HepBOBoi cucremu. HeBpo-
JIOTTYHUIT cTaTyc HeoOXiIHO OIIHUTH Y KOKHOTO Ia-
mienta 3 XB, 30kpeMa 3 acUMIITOMaTUYHOIO (HOp-
Moi0. Yepes BeJIMKY BapiabesbHiCTh HEBPOJIOTTYHUX

CHUMIITOMIB, BiZIMIHHOCTI y BUSIBaX 1 HasBHICTb Cy-
MIyTHIX CUMIITOMIB Y OKPEMOTO TIAIli€HTA KIIHIYHUAMI
OIIMC J1y:Ke cKJIaaHui. /{oci He icHye 3arajJbHONPH-
HHATOT 1IKamW, sika O OnucyBajla HEBPOJOTiYHI
cumnTomu nipu XB Ta iX TakKicTh. HettomaBHo 3a-
IIPOIIOHOBAHO yHi(ikoBaHy mKaty orinky XB [18].

Cygacui Tomorpadiuni mocimKeHHs HaMara-
I0TbCS BCTAHOBUTH TeHJIEPHI BIIMIHHOCTI Y 3MiHax
rOJIOBHOTO MO3KY cepezi ocib 3 XB. 3a perpocrek-
TUBHUM aHAJII30M Pe3yJIbTaTiB MAarHiTHO-Pe30HAHC-
noi Tomorpacdii (MPT) romoBHOTO MO3KY Mati€n-
TiB, SIKi cTpaskaaiu Ha repebpanbHy (n =105), me-
yinkoBy (n =67) ta acumnToMatnuny (n =32)
opmy XB, ycranossieHo, 1110 B KOTOPTi XBOPUX 3
HEBPOJIOTIYHUMH Ta TICUXITHUMHU BUSBAMU 3aXBO-
PIOBAaHHS aTpodilo KOPU TOJOBHOTO MO3KY Ta MO-
304YKa YacTillie J1arHOCTyBaJIM Y YOJOBIKIB, HIXK Y
xinok (Bignosigao p =0,09 1 p <0,05). ¥ xiHok
yacTile  BUABJSUIM  ypaskeHHs  Omigol  KyJi
(p =0,054). Cepen XxBOpUX 3 MEPBUHHUM yPasKeH-
HAM II€YiHKM TeHJIePHI BIJIMIHHOCTI B YypasKeHHi
ITHC 6yuu BigcyTHi [20].

¥ pasi nigospu Ha X B naiienTy HeoOXiHO peKo-
MeHayBaTu TpoBefieHHsT MPT rosoBHOro MO3Ky,
6akaHO Ha BHCOKOMOJBHUX MarHitax 3 HarmpysKe-
HIiCTIO MarHiTHOTO 1OJs1 He Menme Hix 1 Tm Ha
pruc. 4 HaBeneno 3HiIMOK MPT TromoBHOTO MO3KY Y
peskumi T2 3 xapakrepHoto o3Hakoo XB y Burssui
«06IMYYS TITaHTCHKOT TaHI> [4].

Puc. 4. MPT rojioBHOTO MO3Ky y peskumi T2. O3Haka
«OOIHMIYS TiraHTCHKOI MAH W>. [IUBITHCS HA CEPE/THI
MO3OK (IIPSIMO IO LIEHTPY): YOPHi O4i Ta HiC, YOPHi BYIIIKA
3 OOKIB TOI0BH [4]
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THmi meTou HelipoBidyaJsiizallii, Taki sIK MarHiT-
HO-PE30HAHCHA CIEKTPOCKOTisS Ta OXHO(MOTOHHA
eMiciiiHa xkomI'orepHa ToMorpadist, MOKYTh OyTH
KOPUCHUMHU TIPU BUSIBJIEHHI PAHHBOTO MTOTIKOKEH-
Hs TOJIOBHOTO MO3KYy Tipu XB me smme s mep-
CIIEKTUBHOI OIIIHKU Ta JIKyBaHHS MTOPYIIEHb MOTO-
PUKH, a U [IJId Kpaloi OIIHKU MaJOJIOCTIIZKEeHUX
KOTHITUBHUX PO37a/iiB. TpaHCKpaHiaJibHA COHOTPA-
(ist MO3KOBOI TKAHWHU BUSABJISIE JIIH30TOAIOHI BOT-
HUI[A TilepexoreHHoCTi, HaBiTh koau y MPT-
KapTUHI JKOAHWX BiIXWJIEHb He CIIOCTEPITae€ThCH,
1o Ma€ GyTH MiATBEp/UKEHE OAATKOBUMHE JIOCJTi/I-
sKeHHsaMu [41].

Y HY «luctutytr Helipoxipyprii iMeHi akap.
A.TI. Pomomanosa HAMH VYkpainns mpoBoasaTh
BUSIBJICHHSI HAKOIWYEHHS Mi/li Ta HEIHBa3UBHY
OIIiHKY MeTaboJi3My TOJIOBHOTO MO3KY 3a JIOTIOMO-
rol0 MarHiTHO-pe30HaHCHOI criekTpockortii. [le mro-
cJtijpkenHd npu XB lae 3Mory OIiHUTH CTaH MeTa-
60Ji3My B Pi3HUX CTPYKTYpax TOJIOBHOTO MO3KY,
BU3HAYUTU BTpaTy HEWPOHIB 1 CTYIIHb JlereHepa-
THUBHOTO TIPOIIECY B OKPEMUX JIIJISTHKAX KOPU IOJIOB-
HOTO MO3KY, a TAKOK BUSBUTH BiIKJIaJeHHS 3aJTi3a
Ta Mi/li B 6a3aJbHUX sIZ[Pax TOJOBHOTO MO3KY.

Ienernune tecryBanng. HuHi BBa)kaloTh, 110 Jie-
ekt y reni ATP7B, jokanizoBaHOMY Ha JIOBrOMY
medi 13- xpomocomu (13q14.3-q21.1), axuii xo-
nye tpancropt migi AT®azoo P-tumy, Bifmosi-
NaJbHUN 3a HAKOMWYEHHd Miai B medinmi. Tum
ycrajakyBanis XB — aBTocoMHO-pellecuBHUN. 3a-
XBOPIOBaHHSI BUABJAETBCS TPH TOMO3SUTOTHOMY
ab0 KOMIIAyH/-T€TePO3UTOTHOMY HOCIHCTBI MyTa-
it rena ATP7B. [/lemoroBara B opraHi Mib CTBO-
pIoe TOKCcU4Hi edeKTu 4epe3 IMEeBHI MOJEKYJISPHi
TIJISIX U, STKI aKTBHO BUBYATOTHCS [45].

Omnucano nonan 500 myrariii rera ATP7B, ane
reHoTut XB He TMOSICHIOE MiHINBICTh 3aXBOPIOBAH-
H4. [IpuiyckaioTsb, 1110 Ha BusgBU XB BIJIMBAIOTDH
IHIITI IMHHUKH, 30KpeMa moTiMopdi3M y TeHax, ki
KOJYIOTb aroJiinonpoTein E, mos’si3anuii 3 mpioHoMm,
6i70K,  MeTuITeHeTeTpariipodosaT  peryKTasm,
Murrl, antmokcupant-1, X-3p’s3anuii iHriGiTOp
arioIITO3Y, a TAKOJK TIOPYIIEHHS MeTab0Ii3My 3a1i3a,
TeH/lepHi BIUIMBHU, 3allajibHi peakxilii Ta OKUCHUM
cTpec. 3'CyBaHHS iX 3HAUYIIOCTI Ta Kpale po3y-
MIHHS MOJIEKYJISPHUX MEXaHi3MIB, SKi CIIPUUUHS-
I0Th AHOMaJIbHE BIZIKJIAIEHHS Mi/li Ta TTOTIKOKEH-
HsI OpraHiB, MOKe 3MiHUTH Tepariio XB [21].

Hwuni /IHK-miarnoctuky XB npoBogats pyTun-
HUM METOJIOM TIPSIMOTO aBTOMaTHYHOTO CEKBEHYBaH-
HS BCi€l KOYIOUOl TIOC/TIZIOBHOCTI Ta €K30H-THTPOH-
Hux obsacreii rena ATP7B. Jlnst exonomii BuTpar i
Yyacy MPHU TPOBENEHH] MIaTHOCTUKN PEKOMEHIYIOTh
MOYMHATH JIIATHOCTUYHUH OITYK TTATOTEHHUX MYTa-
it rena ATP7B 3 moctiakeHHsS Y0TUPhOX HAITYACTI-

mux myTaiiii: ¢.3207C > A,¢.3190G > A, ¢.3402delC
i ¢.2304insC. Cymapna iH(OpPMATUBHICTD JiarHOC-
THUYHOTO JIOCJIIKEHHS HopiBHIoE 58,9 %.

[ng mpaBuibHOI iHTepHIpeTallii pe3yJbrariB
aHamTi3y HeoOXiHO MaM’saTaTH, 10 BU3HAYEHHS Y
XBOPOTO HaiyacTimoi MyTallil Ha OJHI 3 IBOX TO-
MOJIOTITHIX XPOMOCOM He JIA€ TTi/ICTaBH 3 TOCTOBIP-
HICTIO BCTAaHOBUTU J1arHO3, ajie 3a HAIBHOCTI Xa-
paKTepHUX KIIHIYHUX i 6i0XiMIYHUX 3MiH € Baro-
MUM apTyMEHTOM Ha KOPUCTb AiarHo3y XB. Axio
BUSBJIEHO /1Bi pisHi myTarttii rena AT®asu 7B abo
OJIHYy 1 Ty caMmy MYTallil0 B TOMO3UTOTHOMY CTaHi,
TO J1iaTHO3 MiATBEPIIKYETHCS.

Busnauenns nedexris B reni ATP7B oxnosnau-
HO 3a6e3neqy€ MiTBEP/KeHHA JliarHo3y XB B ma-
MIEHTIB, IKI MAlOTh Ta dKi He MalOTh KJIHIYHUX
CUMIITOMIB.

Cimeiinuii ckpuHinr. BakinBe 3HaueHHSI Mae
CKpUHIHT usieHiB ciM’'1 marrienTis 3 XB. [llanc Toro,
1o GpaTu Ta CeCTPU € TOMO3UTOTAMK i B HUX MO-
JKYTb PO3BUHYTHUCS KJIIHIUHI BUSBU 3aXBOPIOBAHH4,
cTaHOBUTH 25 %, cepex aiteill mamienra 3 XB —
0,5%. Xoua 1eil pU3UK € HU3bKUM, 3 OTJISIY Ha
pyiiHiBauil iepeb6ir XB, anasiz myTaitiii rena AT-
P7B y miteii martienTiB € 06rpyHTOBaHUM. [eHeTnY-
He TeCTYBaHHS — €IVHUN TOCTOBIPHUN METOJ JIJIsI
BiIOKpPEMJIEHHS TeTEPO3UTOT Bi/l TOMO3UTOT Cepel
Opartis i cectep.

Kommiekcna JIHK-giarnoctrka B ciM'sx mepe-
Gayae MoK HAWOIMPEHITTIX My TaIliil y XBOPOTO
ta Henpsamy [IHK-miarmocTtuky mmsa iHmmx miTeit
MOPY>K3Ks. Y pasi AKIIO B KIIHIYHOMY [IiarHO31 K-
TUHU He BUHWKAE CYMHIBY, ajie TPUINHOIO 3aXBO-
pioBaHHs He € vacti myTarii, nenpsima JIHK-
MIaTHOCTUKA Ja€ 3MOTY BU3HAUUTH, YU YCIAAKyBa-
Ji iHIm ity B ciM’i xpomocomu 13, ski 36iraioTbest
3 XPOMOCOMaMHU XBOPOi AUTHHU.

HuHi He icHye )komHIX eheKTUBHIX OioMapKepiB
a0b0 METO/IiB, MTPUAATHUX /715t CKpuHinry XB y HOBO-
HapO/IKEHUX Ta B MepiaTpuuHiil npaktuiii. Herro-
JTAaBHO 3aIPOTIOHOBAHO BUKOPUCTOBYBATU PITUHHY
xpomarorpadiio 3 MOHITOPUHIOM MHOKUHHUX pe-
aKiii 3a pomomoror Mmac-criekrpomerpii (Liquid
Chromatography — Multiple Reaction Monitor-
ing — Mass Spectrometry (LC-MPM-MC)). Ile
HaJliifHA TEXHOJIOTIs, sKa JIa€ 3MOT'Y KiJIbKICHO BU-
3HavaTH HaraTo MENTH/IIB 3 MAJIOI0 Macoi0. 3aCTOCY-
BaHHA I[I€1 TEXHOJIOTIl MOKE IIOJIETIIUTU TOCIi/I-
JKEHHSI, JI0CTI/IKeHHsT GioMapKepiB IS [arHOCTH-
KM Ta, MOXKJIUBO, ckpuninry XB [15].

Y cyuacHux ymoBax GyJio ieHTH(hIKOBAHO BKe
monay 550 myTairiii, o mos’st3ai 3 XB. Ilosiea Ha-
CTYITHOTO TIOKOJIIHHA CEKBEHYBAaHHS BIIKPUBAE
HOBY €py /I MOKJIMBOI'O HMIBUKOTO, B OINH KPOK,
BUSIBJIEHHS BCiX MyTarliii [27].
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Jiera

Cuip yHUKATU TPOAYKTIB 3 Iy:Ke BUCOKOIO KOH-
IEHTPAIIEI0 Mifli (MOJIOCKH, TOPiXH, IIOKOJIAJ, TPH-
6u i M'sicHi CyOIpPOAYKTH) MPUHANMHI TIPOTSITOM
MEPIIIOTO POKY JiKyBaHHd. Parionu 3 medimurom
Mifli MOSKYTb 3aTPUMATH ITOYATOK PO3BUTKY 3aXBO-
PIOBAHHS Ta KOHTPOJIIOBATH MTPOTPECYBAHHS 3aXBO-
PIOBaHHSI, ajie Ji€Ta He PEKOMEHIYETHCSI B SKOCTI
€IMHOI Teparii.

[l BereTapiaHIliB peKOMEHAYIOTh KOHCYJIBTAIIIF0
mieronora. Kosozsiara Boga abo Boja, sika mocrada-
€TbCsST B OYIIMHOK MiTHUMHU TPyOaMu, MalOTh OyTH
HepeBipeHi Ha BMICT Mijii, ajie B [IJIOMY MYyHiI[UIIaJIb-
Hi CHCTeMM BOJIONIOCTaYaHHSI HE CJIIJI TepPeBipsTH.
baxxano mepeBipuTH CcUCTEMY OUUINEHHSI BOJH,
SIKIIIO BMICT MiJli y Bozii € BucokuM. IIpu Bogomnocra-
YaHHI MiJHUME TPyOaMU BasKJIUBO IIPOMHUTH CUCTE-
MY BiZl 3aCTIITHOI BOIM TIepesi BAKOPUCTAHHIM BOJU
JUUISE IPUTOTYBaHHs i abo crioskuBanHs. st 36epi-
raHHsI Ta IPUTOTYBAHHs ki ab0 HAIIOIB He CJI/ BU-
KOPHCTOBYBATH Mi/HI KOHTEITHEPH 200 TTOCY/I.

Miznp € B ycix XapuoBUX IIPOJYKTAX, TOMY TIOBHE
BUKJIIOUEHHS 11 HAAXO/KEHHS 3 DKEI0 € HeIOCSK-
HOIO MeTOI0. PEKOMEHIYIOTh BUKJIIOUUTH TPOAYKTH,
BMicT Mifi B sikux niepesuttye 0,5 mr/100 r (rpubmu,
paxonoibHi, MOIIOCKU, TOPIXH, IIOKOJIA, IeYiHKa
Ta iHII CyONPOAYKTH ), 0OCOOJIUBO HA MOYATKOBOMY
etari teparii (1060Be ClOKMBAHHS MiJi B L€l nepi-
o1 He MoBUHHO mepeBuiyBatu 1 Mr/mo6y). He ciix
BJKMBATH IIOJIIBITAMiHHI TIpernapaT, SKi MiCTSTb
MiKpO€eJIeMEHTH, XapuoBi J0OABKHU, ITYYHE Xapydy-
BaHHs1. /[0 ckiamy 6araTbox 3 HUX BXOAUTH Miflb Y
M00OOBIN HOPMi CIIOKUBAHHST JJOPOCJIOIO JIIOIUHOO
(2 Mr/m006Y), 1110 € TOKCHYHKUM J1JIsT TTallieHTiB 3 XB.

€ mani po Te, 10 y BereTapiaHIliB CIOCTEPITAETh-
cs Ii3HimmMi 1e610T 3aXBOPIOBAHHS Ta MOBLIbHIIIE
nporpecyBarHa. OfHAK 1715 KOHTPOJTIO 32 3aXBOPIO-
BaHHM JIMIIe JOTPUMAHHS II€ETH HEJJOCTATHBO.

MenukamMeHTO3HE JiKyBaHHS

Ilicns Bcranosiennss npiarnody XB JlikyBanHs
Mae OyTu JOBiYHUM. Y MeIMKaMEHTO3HIN Teparil
XB 3acTocoByOTh KiThbKa TIpemapaTiB (INB. HILK-
ue), mpoTe OpaKy€e BUCOKOSIKICHUX [IOKa3iB IOMIO iX
edextuBHocTi. Ile morpebye mpoBeaeHts Gararo-
IEHTPOBUX MPOCIEKTUBHUX PaHIOMi30BaHUX KJIi-
HiYHUX gocaipkerb. Corig mam’'sitaTh, 110 ISt maii-
€HTiB 3 XB Ba)kJIMBUM € TTOCTIHHUI MOHITOPUHT HE
JITITE BiAITIOBITHOCTI TepameBTUIHOI 03U TIperapa-
TY, @ i BAHUKHEHHST MEJIMKAMEHTO3HO-1H/[yKOBAaHMX
o0OIYHUX e(heKTiB.

D-neninmnamin  (3apeecTpoBaHuii B YKpaiHi).
SMaTHICTD TIpenapaTy YTBOPIOBATH XeJaTHI CIIOJTy-
KW 3 MiJ|/II0, IKi B TIOZIAJIBIIIOMY BUBOJSITHCS 3 Opra-
Hi3MY 13 cedero, poOuTh HOTo 3ac000M BUOOPY /1JIsT

gikyBanug XB [24]. D-meninumamin Moxe Takox
JUATH TIJIIXOM IHIYKIND CHHTE3y MeTaJOTiIOHIHIB.
ITouarkoBa mo3a cranoButh 250—500 Mr/moby 3
HocTynoBuM (KOKHUX 4—7 JHIB) 301/bIIEHHSIM
no3u Ha 250 mr g0 JgikyBasbHOI 103u 1000—1500
mr/no0y. Jlust miteit teparneBTHuHa K03a D-TieHi-
IJIaMidy ctanoBuTh 20 MT/KT Macu Tijia Ha 100y.
Jlo60BY 103y Mi/iATh Ha JBa-4OTUPU MPUAOMHU Ta
HnpusHayaroTh 3a 1 roj 10 ixn abo yepes 2 roj mic/is
Hei. Axmo D-neninuiaamin mpuiiMaioTh 3 1XKelo,
110TO BCMOKTYBAHHS TIOTi PITYETHCS HATIOJIOBUHY.

Ipu 3acmocysanmi D-neniyunraminy sunuxae me-
docmammuicmo eimaminy B, (nipudoxcuny), wo no-
mpebye 11020 V00AmMK06020 NOCMALIHO20 BICUBANHSL 6
003i 25—50 mz/000y.

Kopexktito mosu D-mnieHinmunaminy npoBoaSTh 3a
BHUKEHHSM PiBHS 1000BOI eKCKpellii Miji i3 ceuero.
[left MOKA3HUK € HAWUBUIIUM IICJI MOYATKY JIKY-
BaHHA i Moske repeButryBatn 16 Mkmors (1000 MKT).
Jlo60oBa eKCKpellist Mi/li i3 cedero 1 yac JTiKyBaHHsT
Ma€ CTAaHOBUTHU 3—8 MKMOJIb. PiBEHD TepyIOILIa3-
MiHY 1HO/II [IE110 3MEHIIYEThCS TICJIs TOUaTKYy JiKY-
Baru:a. OTliHKa BMICTY BiJTbHOI MijIi Ja€ 3MOTY BCTa-
HOBUTH, YU BiZI0yJ/1acst I0T0 HOpMaJTi3aItisi.

g miaTBepmKeHHS e(heKTUBHOCTI MPU3HAYEHOT
[103U TIperapaTy BUMIJIEHHS Mi/li i3 cevero uepes /iBa
JIHI IicJIsl MPUITMHEeHHs TpuiioMy D-nieninuiaminy
mae Oytu Mmenire Hix 1,6 MkMoub/mo0y. IlepeBu-
MIEeHHS I[bOTO 3HAUYEHHS MOKe BKa3yBaTH HA HeMO-
TPUMaHHS TIAIliEHTOM Teparii. B Takux Bumajkax
BMICT BiJIBHOI Miji IiBUNIUTHCS OlIble HIK 10
15 Mxr/m. JI7ist TPUBAIOTO JTIKYBAaHHST HANBAsKIUBI-
MMM TOKa3HUKOM e(eKTUBHOCTI € TOIMIICHHS
KJIiHIYHOI Ta 1a6OpaTOPHOI KAPTUHU.

Uncnenni fOCTiKEHHS CBITYaTh PO e(eKTHB-
HicTb D-neninunaminy npu JjikyBanHi XB. ¥V nairi-
€HTIB 3 YPayKCHHSIM [Ie4iHKN BI/IHOBJICHHS 11 CUHTe-
TUYHOI (DYHKINI Ta 3MEHINEHHS KJIIHIYHUX O3HAK
BiI0yBaETHCSI 3a3BMYAN IPOTITOM TIepIinx 2—6 mic
3 MOJAJBINUM TIOJITIIEHHSIM TIPOTSTOM IEPIIOro
poky JikyBanuga. Hegorpumannsa Tepariii mpusBo-
JIUTH JI0 3HAYHOTO MPOTPECY 3aXBOPIOBAHHS TT€UiH-
KW Ta TOCTPOI TIEYiHKOBOI HEZIOCTATHOCTI MPOTATOM
1—12 wmic micsig IpUNMHEHHS JTIKyBaHHS.

Y marieHTtiB 3 HeBpoJOTiYHUMU BugBamu XB
3HMKHEHHSI CHMIITOMIB BiZOyBa€ThCs TOBiJIbHIIIIE,
IHO/II TO3UTUBHI 3MiHU CTAIOTh MTOMITHI JIUIIIE Yepe3
3 poku JiikyBaHHs. Ha movarkoBiii crazii jikyBaH-
Ha D-meHinmumiaMiHOM Bif3HAYAIOTH TIOTiPIIEHHS
HeBpoJioriunoi cumnromatuku B 10—50 % mamien-
TiB. OIHAaK I1€ CTIOCTEPITAIOTD He JINIITE TIPU 3aCTOCY-
BaHHi D-neninuiuaMiny, a i TpieHTHHY ab0 IUHKY.
Ile moB’s13aH0O 3 IHAYKITIEO 3HAYHOI MOGIT3aii Mizi
3 MeYiHKM Ta BiAKJIaJeHHSM ii B 6asaJbHUX sApax
roJIOBHOrO MO3KY. OcOOJIMBO MiICHIIIOE HEBPOJIO-
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TiYHy CUMITOMATUKY (Y4acTO — /10 HEe3BOPOTHUX
HEBPOJIOTIYHUX 3MiH) MMPU3HAYEHHS Bi/pa3y BUCO-
Koi 11031 D-nieninmmaminy (1500 mr/no6y a6o 6isib-
mme) abo TMOBTOPHE MPU3HAYEHHST JIKYBaHHSI TTalli-
€HTaM, SIKi TPUITMHUJINA TEPAIIiio Ha TPUBAJIUH yac.

[Ipuitom D-neninunaMiny Moke CyIpOBOIXKYyBa-
TUCS YUCTIEHHUMU MOOIYHUME BusiBamu. [1pubiims-
HO y 30 % HaIieHTiB BOHK MalOTh TSLKKIIT Tiepelir i
noTpeGyIoTh BiIMIHNU IIpenapary.

D-nieninuiaMin — CUHTETUYHUH TIpeTiapaT, Ipo-
JIYKT po3naay neHinmuiainy. ToMmy naiieHTu 3 ajaep-
ri€fo Ha MEHIIUIIH MOKYTh OYyTH ceHcubimizoBaHi
110 1por0. bainsbko 25—30 % nartientis 3 XB na i
Teparii MalOTh TOCTPY AJIEPTitHY peakilifo y BUTJIS-
JTi TKiPHOI BUCUTIKH, TAPSTIKA, KPOTTUB aHKA. M O3K-
JIMBUH PO3BUTOK IIJIFOCTPOI TOKCUYHOI peakilii
MPOTATOM TEPINX 3 TWK JIKYBAaHHS Y BUTJAL
nporeinypii, maimbazeHonarii, HelTporexii abo
TPOMOOITUTOTIEH]].

[Ipenapat mepemkoKae 3aCBOEHHIO KOJIAareHy
Ta YUHUTH JEeIKy IMYHOCYTPecUBHY mifo. Tomy
MOJKJIMBUI TOKCUYHUI BIJIUB HA MIKipy (TpodiuHi
3MiHu 1mikipu, gedexktu y dopmyBaHHi pyOIeBoi
TKaHWHH, «elastosis perforans serpingosas», BHacJIi-
JIOK TOKCMYHOTO BIJINBY Ha KOJAareHOBI BOJIOKHA,
MOKJIUBHI PO3BUTOK CJTAOKOCTI CYZAMHHOT CTIHKM),
IMyHHY CHCTEMY 3 PO3BUTKOM aBTOIMYHHUX 3aXBO-
pioBaHb (CHCTEeMHUI YepBOHUI BOBYAK, apTPUTH,
MiBUTIIEHHS BMICTY aHTHHYKJI€APHOTO (hakTopa), a
TaKOK 3HIMIKEHHS PEe3NCTEHTHOCTI M0 iH(MEKIIii.
Tomy nepej; 3anIaHOBAHUM XipypriyHUM BTPyYaH-
HAM 000BYy /103y IIpenapary CJiJ 3HU3UTH [0
250 mr. JlikyBaHHs i3 3aCTOCYBaHHSIM BEJUKUX 103
npernapary IMOHOBJIIOIOTE JIUIIE TIC/sT OCTATOYHOTO
3arO€HHs OllepalliiTHUX paH.

I3 mi3Hix peakiliii 3BepTatoTh yBary Ha TOKCHUY-
HICTh IOZO KICTKOBOTO MO3KY, IO BUSABJISIETHCI
TSKKOIO TPOMOOIMTOIIEHIEI0 a0 TOTAJIBHOIO aflia-
3i€10; He(hPOTOKCUUHICTD Y BUTJISI TIPOTETHYpii a60
MOSIBY KJIITHHHUX €JIEMEHTIB Y ceyi.

Jlye misHi mobiuHi epeKTH TPAILISIOTHCS PiIKO.
[lo HUX HasieskaThb MiacTeHisl, MOJIMIO3UT, BTpaTa
CMaKy, 3HUKEHHSI IMyHOTIO0YJIiHY A, cepo3HMii pe-
TUHIT. BUHUKHEHHS Ha TJIi JIIKYBaHHS CUIepO3Yy Tie-
YiHKW BiZI3HAYEHO B TAITIEHTIB 31 3HIKEHUM PiBHEM
1epyJoIia3Miny Ta BijibHOI Mifi. Ilepemo3yBanns
D-neninmmiraminomMm Moxke TPU3BECTH 710 3BOPOTHOI
craepobIacTHOI aHeMii Ta FeMOCHIEPO3Y.

Jlnst 3meHents mobiuaux edekris D-meHimmi-
aMiHy HeoOXiZIHO MOHITOpYBaTH Tepalliio i BUKO-
PHUCTOBYBATH MOTO MiHIMATBHO e(PeKTUBHY /103y YN
KOMOiHYBaTH HOTO 3 TipenapaTtamu IuHKY. OcTaHHe
MOTPIOHO He JINTIIE 1T SMEHIIEHHST BCMOKTYBaHHST
Mi/li B KUIIEYHUKY, a 1 JIJIsT KOMIIEHCYBaHHSI BTpaT
IUHKY TIPU Teparii XxeJaTaMu.

PosBuTOK 110014HNX edeKTiB MoxkKe moTpedyBaTi
NpUNUHEHHs npuiiomy D-nieHinuaaMiny ta mpusHa-
YeHHs 1HIIOro asisTepHaTUBHOrO JikyBaHHs. [Toka-
3aHHSIM JI0 KOMOiHOBaHOI Tepartii abo mepexoay Ha
iHIIi Ipemapary € HeraTuBHa Ipoda 3 D-TieHirami-
HOM 1 HOpMaJTi3allist KOHIIEHTPaIlii BiJIbHOI Mijii CUpo-
BaTKH B IBOX MMAPHUX 3 iIHTEPBAJIOM 3 MiC TOCTiIKEH-
HsIX 00MiHy Meti. [TpaBubHO IpoBe/ieHa HeraTnuBHa
npoba 3 D-meHiruIaMiHOM TP ABUIIECHIA KOH-
HeHTpallii BiIbHOI Mifli CBiIYMTH TIPO HeeheKTHUB-
HICTb IIperapary Ta € IOKa3aHHsIM JI0 Horo 3aMiHM.

Crilike 3MeHIIeHHS J060BOI eKCKpelii Mizi i3 ce-
4yelo Ha TJ11 BUCOKOI /103U D-TieHinunmamMiny cBilduTh
PO BUCHAKEHHS TKAaHWHHUX 3araciB Mijii (3a BU-
matkoM [THC). 3amisnenns 3i 3HKEHHSAM 03H B
el mepioji MOKe CHPUYUHUTH ITi/IBUIIEHHS €KC-
Kpellii i3 ceyero iHIIMX eJIeMEeHTIB 1 MiIBUIIUTU Bi-
porisHicTh po3BuTKy nobiuHux edekris. CBoeuac-
HUI TIepexi/ Ha MATPUMYBAJIbHY TEPATTiio 0COO -
BO BaKJIMBUI JIJIs [IiTel. 3amaciB Mi/li B opraHi3mi B
HUX ICTOTHO MeHIIe, Hi’K Yy JIOPOCJINX, TOMY 1X BH-
CHaKeHHsI Bi/I0YBAETHCS BUIIIE, OCKLIBKU YaCTH-
Ha MiJli BAKOPUCTOBYETHCA JIJISI POCTY OPTraHi3My.

Tpientun (B Ykpaini He 3apeecTpoBanuii). I1pe-
mapaT TPUETHUJIEH TEeTPpaMiH JUTIAPOXJIOpuI, abo
2,2,2-terpamin, ctBopeHo B 1969 p. gk anmsrepHaTh-
By D-neninmiaminy. TpieHTHH € XesraTOpoM 3 110JTi-
aMIiHIOAIOHO0 CTPYKTYPOI0. XiMi4HO BiJIPi3HSIETH-
ca Bim D-menimmmaminy BifcyTHICTIO cyabbria-
puabHUX TPyI. Mijib XeNnaTyeThCs MIISTXOM (GOpMY-
BaHHsI cTabiJIbBHOrO KOMILIEKCY 3 4 aTOMIB a30Ty B
IJIOCKOMY KiJIblli. ICHye Masio AOCTiIKeHb 1010
apmakokineTnKu TpieHTUHY. BBaskaioTh, MO Tpi-
€HTHH i D-1ieninumamin BIJIMBaIOTh Ha Pi3HI 4acTh-
HU MoJiekyJu Mifi. Tpientun, gk 1 D-neninuiamin,
TTOCUJIIOE EKCKPEITIIo MiJii 3 cevelo.

TpieHTHH BU3HAIOTH €(EKTUBHUM 3aCO00M [IJIsT
aikyBantst XB. ITpemapat po3pobJieHo [ist naiieH-
TiB 3 HeIepeHOCHICTIO D-neHinuiaMiny, a Takox
JIJIS BUIA/IKIB 3 KIIHIYHUMU O3HAKaMU HOTO TTOTEH-
iitHOI HermepeHoCHOCTI (3a OYAb-SIKOTO 3aXBOPIO-
BaHHS HUPOK B aHAMHe31, 3aCTiHHOI CIlJIeHOMeraii,
SgKa CIPUYMHUJIA TSAKKY TPOMOOIMTOIEHII0, TEH-
JIEHITil 10 aBTOIMYHHHUX IIpoIieciB ToIno). OmHak
TPIEHTHH JI0BIB TaKOK CBOIO e(DEKTHBHICTH 5K 3aci0
[IEPBUHHOI Tepallii HaBiTh y MAIli€HTIB 3 BIEPIIIE Jie-
KOMITEHCOBAHUM 3aXBOPIOBAHHAM TTETIHK.

[To6iuni edekty 1pu Teparii TPIEHTUHOM Tparl-
JSTIOThCST  Habarato pifiie, HiXK TPH JKyBaHHI
D-neninnnaminom. Hemae 1oBijiomsieHb 11po HasIB-
HICTB TiMepuyTINBHUX peakiliil. Bka3iBku Ha maHIu-
TOTIEHIiT0 TaKOXK pifKicHi. OCKIIBKY TPIEHTHH O/THO-
YACHO 3 MiJIII0 XeTaTy€ 3aJ1i30, He0OXiHO YHUKATH
CIIIJIBHOTO BBEJICHHSI 11bOTO IIperapary Ta rpernapa-
TiB 3aJ1i3a, OCKIJIbKI iX KOMILJIEKCH MAfOTh TOKCHUYHI
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edexTtn. Hacimkom HamipHoi Teparii TpieHTHHOM
MOsKe OyTH 3BOPOTHA Ci/iepobIacTHYHa aHeMist.

[Ticra mouaTky JiKyBaHHS TPIEHTUHOM CIIOCTeE-
PIra€eThCs TOTIPIIEHHST HEBPOJIOTIYHUX CUMIITOMIB,
ajie pijaine, Hixk pu tepariii D-nieninuaaminom. Ilo-
Oiuni peakiiii, sIKi CIOCTEPIraloThbCs IIPU Teparii
D-neninuimamMinoM, 3MEHIIYIOTbCS IIPU 3aMiHi Horo
Ha TPIEHTHUH i IpU HOTO TPUBATIOMY ITPUIIOMI He BifI-
3HAYEHO 1X pelU/IUBY.

Ha movaTky Tepariii TpieHTUH 3a3BUYail MPU3Ha-
vaioTh y 1031 750— 1500 mMr/n06y, ecdbekTrBHA JKY-
BasibHa 1103a — 900—2700 mr/mo6y. /losa migrpu-
MyBasibHOI Teparii — 250—500 mr/mo6y. Y miteit
n03a cTaHoBUTH 20 Mr/KT Macu Tijia Ha 100y. /1o60-
BY ZI03Y MiJIATH Ha ABA-TPU MPUHOMHU Ta TIpU3Hava-
10Th 32 1 roz 110 inu abo yepes 2 rog mics Hel.

TabsieTku TPIEHTUHY HE MOKYTh TPUBAJIO 36epi-
raTucs IIpU BUCOKIH TeMIiepaTypi HaBKOJUITHBOTO
cepenosuia. Ile craHoBUTH TIPOOIEMY JIJISI TTAIliEH-
TiB, SIKI MOJOPOXKYIOTHh Y KPAiHU 3 JKapKUM KJiMa-
ToM. IIpUHIUII MOHITOPUHTY Tepallii TPIEHTUHY Ta
OIliHKM 11 e(peKTUBHOCTI TaKi cami, SIK ITPU BUKOPUC-
TanHi D-rieninuaiaminy.

[uuk (€ mpenapaT, 3apeecTpoBaHi B YKpaiHi).
s sikyBanHs XB IMHK Brieplile 3acTOCyBaB Ha
novatky 1960-x pokis Illoysink y lTosnanaii. Me-
XaHi3M HOT0 J1il € BiAMIHHUM Bii Jii1 D-1ieHinuiamMiny
1 TPIEHTUHY: IIUHK 3B’SI3y€ Mi/lb Y KUIIEYHUKY, 1110
IepPenIKo/Kae il BCMOKTYBAHHIO 31 IIIJIYHKOBO-KUIII-
koBoro TpakTy (IIIKT). Mizp, sika He BcMOKTamacs,
BUBOAUTHCA 3 hekamigamu. OCKITIbKU Mifb TaKOK
notparige B IIIKT 31 cmHM Ta MIIYHKOBOTO COKY,
JIKYBaHHS IIMHKOM MOKe BIUIUBaTH Ha GaaHc Miji,
BUZIAJIAIOUN ii 3 Jlero. KpiM TOro, IUHK CTUMYJIIOE
CUHTE3 METAIOTIOHIHY €HTEPOIIUTAaMU, YTBOPIOIOUN
Oaratuii Ha nyUcTeln OiJI0K, IKUH € eHJOTeHHUM Xe-
JatopoM MetasiB. Merasorionin Ma€e Ginbiny adin-
HICTH /IO Mi/li, Hi3K /IO IIUHKY i TOMY, 3B’SI3yIOUKCH 3
MiIIo, sSika MICTUTBCSI B eHTepoIuTax, OJOKye ii
HAJXOKEHHS B IIOPTaJIbHUN KpoBooOir. ITuHK Ta-
KO MOKE CIIPHYMHUTH 301bINEHHs] BMICTY Tema-
TOIEJIIOJIIPHOTO METAJIOTIOHIHY, 3armobiraloun Ta-
KUM YMHOM HAJJIUIIKY TOKCUYHOT Miji, 110 3amo0i-
ra€ renaTolesosIPHOMY YPasKeHHIO.

BuxopuctoByioTs pisni comi mmHKy (cysabdar,
areTaTt, IJIIOKOHAT). PexomeH0BaHA /1032 CTaHO-
BuTh 150 Mr ejleMeHTapHOrO MHKY /100y (st -
Tell 3 Macolo Tijia MeHine Hixk 50 kr — 75 mr). [lo-
GOBY /103y JLJISATH HAa TPU IPUHOMU Ta IPU3HAYAIOTh
3a 30 xB 70 inu. [Ipuitom npenapariB MUHKY 3 12KeEI0
TEPEITKOIKAE HOTO abCOoPOITii.

Yu mae iepeBaru o€ HalHs Teparrii IUHKY 3 Xe-
JlaTopaMu, He BioMO. BUKOpHCTaHHA NTHHKOBOI
COJIi HE TMTOCUITIOE e(PEKTUBHICTD, aJIe MOKe BILTIHY -
TH Ha TlepeHocHicTh Teparii. [1[o6 yHuKHYTH amy-

JIOBaHHSA e(PEeKTUBHOCTI ITIMHKY XeJIaTOpPaMU, CJIi
MpUNMAaTH TIperapar y pi3Hi TOMUHMN.

ANleKBaTHICTH Teparii 3 IUHKOM OIIHIOIOTh 3a
HOJIIIIEHHAM KJIHIYHOI Ta GioXiMiuHOI KapTHHU
Ta HIJIIXOM BUMipIOBaHHS 1000B0i €KCKpelii Mii i3
cevero (ipu cTabiIbHOMY JIIKYBaHHI — MEHIIe HixK
1,6 MxMoip). KpimM TOTO, Ma€ 3HMKYBATUCS BMICT
BibHOI Mifi. Exckpenito IMHKY i3 cedeo MOKHA
BUMIPIOBATH /IJII KOHTPOJIO TOTPUMAHH TaIli€H-
TOM Tepartii.

[uHK crpuymHse Kibka mobiunux edekris. To-
IIUPEHOI0 TIPOOJIEMOI0 € IILTYHKOBE TTOPasHEHHS,
sJKe MO)Ke 3aJie’KaTh Bil COJIi, Ky 3aCTOCOBYIOTb.
HuHK 94uHUTB JAesIKy IMyHOCYTIPECUBHY JIit0 Ta MOKe
3HIKYBATH XE€MOTAKCHUC JIEHKOIUTIB. 301IbIICHHST
piBHA Jinasy Ta/abo amilasy B CUPOBATIi KPOBI
MOKHA BUSBUTH 0€3 OyIb-sIKUX O3HAK MAaHKPEATUTY.
[ToripiieHHsT HEBPOJIOTIYHUX CUMIITOMIB JIJIST IIUHKY
€ HexapaktepHuM. [loci He BCTaHOBJIEHO, Ui € Oe3-
MEeYHUM JIJIs1 TAIiEHTIB 31 3HUKEHOI0 (DYHKILIEIO HU-
POK TIpU3HAYEHHS BUCOKUX /103 TTTHKY.

BinpiricTs pe3yJsibTatiB [OCHIKEHD 3 ITUHKOM
TPYHTYIOTbCSI Ha HEKOHTPOJIBOBAHUX MOCJIi[KEH-
HSIX 3 BUKOPUCTAHHSIM /1031 Bijt 75 10 250 Mr/m00y
[29]. [lnnk, iMoBipHO, MeHTII e(heKTUBHIH, HiXK pe-
KOMEH/IOBaHi XeJlaTopy, B JIikyBaHH1 X B, mpore Ki-
HIYHKUX JOCJiKEHb [ysKe Majio, i BOHH He Oyiu
KOHTPOJIbOBAHUMU. X0ua ITUHK BBAKAETHCS IIpera-
paToM Ui HMiATPUMYBAJIBHOI Teparii, Horo Takox
BUKOPHUCTOBYIOTD SIK Tepallio IepIoi JiHii, Haituac-
Tillle — B aCUMIITOMATHYHUX ab0 TPECUMITOMATIY-
HUX MaIienTiB. Bin Moxke OyTH He TaKUM e(heKTHB-
HUM, gK D-Tieninmnaamin, ajie Kpaiie nepeHOCUThCS.
Pesynsratu gocaipkerb 1opocaux naiieHTis 3 XB
CBIiTYaTh MTPO HOTO XOPOITy e(DeKTUBHICTD.

Y Hinepnangax 17 narienTis i3 cumnromamu XB
JIIKYBAJHU JIUIIIE IIMHKOM 3 MeIiaHOIO CTIOCTEPEKEH-
Hs 14 poxiB [19]. PesysbraTu jiikyBanHs y pa3i HEB-
poustoriuroi hopmu XB OyJrir 3arasioM XOpOIIMMHU.

IIpu neuinkosiit hopmi XB MoHoTeparis muH-
KoM € cmipHoio. [lo-mepirie, Tpu mepeBaskanHi Tie-
YiHKOBOI'O YPa’KeHHsI OTPMMAHO MEHIII 33/I0BiJIbH1
pesyJsibraT, Mo MOKe OYTH TI0B’si3aHe 3 MEHIIO0
eexTUBHICTIO BUIa/IeHHs Mi/li. ¥ [BOX MAI[i€HTIB 3
nmevinkoBoio ¢dopmoio XB BigzHaueHo mporpecy-
BaHHSI /10 IEKOMIIEHCOBAHOTO CTaHY, y IBOX Talli€H-
TiB 3 HEBPOJIOTIYHOIO (POPMOIO PO3BUHYIUCH MEYiH-
KOBi CUMIITOMU. 3aPEECTPOBAHO BUTA/IOK MEYiHKO-
BOTO TIOTiPIIEHHS MiCIS MTOYaTKy TPUHOMY IIUHKY 3
JleTaIbHUM HacTiakoM [39].

OTtxe, HE3BAKAIOUN HA T€, IO MOHOTEPAITis IIITH-
KOM BHIA€ETHCsI e(heKTUBHOIO Ta HGe3nevHor0, HeoO-
XiZIHO 3 0GEPEesKHICTIO IOr0 3aCTOCOBYBATH Y TIalli-
€HTiB 3 XB, a TakoX 1Mpu acCUMIITOMATUIHOMY Tiepe-
6iry y 6patiB i cectep xBoporo ra XB.
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BaraTtopiuHi pesy/bratv pisHUX METOJIB JIIKY-
BaHH: 288 HIMEIBKUX 1 aBCTPINiCHKUX XBOPUX 3 XB
CBifYaTh PO Te, MO B OLABIIOCTI HALIE€HTIB JIKY-
BaHHsI XeJIaTyIOYUMU areHTaMu abo COISIMU IIMHKY
Oyno edpexTuBHuM. [IpoTe mepesary BigzaloTh Xe-
JIATYIOYMM areHTaM, 100 3amobirTu TMOTipIIeHHo
CTaHy TeYiHKu [42]. ¥ MOIbChKOMY MOCTiIKEHH]
164 mari€enTiB He BUSBJICHO JKOAHUX BIAMIHHOCTEN
Yy BUJKHMBAHHI cepeJl MallieHTiB, SKiI po3Moyayu Te-
pariio i3 cyabdary nuHky un D-nieninunnaminy [3].
3TiHO i3 cyJacHUMU PeKOMEeH/IaIlisIMHU, yCi TTaIlie€n-
T i3 cuMntoMmaMu X B MaloTh OTpUMyBaTH XeJjiaty-
ioui arentu (D-neninuaamin ab6o tpientun). [luHk
MO’KHA BUKOPUCTOBYBATH K TEPAIIiiO ePIIoi JiHii
Y HEBPOJIOTIYHUX ITAIIEHTIB.

IIpenapatu, Aki NpoxoaTh KIiHiYHI BHUIpPOOY-
BaHHsA. AMOHIN TeTpariomonionar (AMT) € mo-
TY>KHUM areHToM Jiis Bugasienns migi. AMT dop-
My€ KOMILJIEKCH 3 Mizijifo, 1110 moripiuye ii abcopo-
ito B LITKT. B kpoBi BUSABISIOTH Mi/lb, HEZIOCTYITHY
auis KaituHHOTO norauHanis. AMT 6esnoceper-
HbO 3HWXKYE HAIXO/KEHHS Mijll Y MeTaJOeH3UMU.
B manux mosax AMT Bugange Mizb 3 MeTaJI0TIOH]-
HY, Y BUIUX — (OpMYy€ HEPO3UNHHUN KOMILJIEKC
Mifli, SKUH BigkIagaeTbed y nedinti. [Ipote AMT
3aJIUIIAETHCS TIPENapaToOM eKCIIePUMEHTAJIbHOI Te-
pamii i € koMepIIiiiHo HepocTymHUM. KiriHivyHi /10-
CJIJIKeHHS 10/I0 3aCTOCYBAHHS 1IbOTO IIpenapary
0OMesKeHi.

TpuBa€ OCcTaHHs CTa/list KJIHIYHUX BUITPOOYBaHb
HOBOTO TIpenaparty g jgikyBanug XB — WTX101,
skuii € cisuno terpariomosiogary (TTM). Ile wHo-
BUI XeJIaTOP 3 YHIKaJbHUM MeXaHi3MOM i, SKUil
[POJIEMOHCTPYBAB OiJIbII MIBHU/IKE Ta BIOCKOHAJIECHE
KepyBaHHS BUJaJeHHAM MiJii y naiienTiB 3 XB. Ha
BIIMiHY BiJl IHIIUX Xe€JIATOPIB, sIKi YTBOPIOIOTDH He-
cTabiIbHI KOMILIEKCH 3 MIJUUIIO Ta iHITUMM MeTaJia-
MU (HaIpUKJIAJ, 3aJi30M 1 IIMHKOM), KOTPi BUBO-
nsithest i3 ceuero, TTM yTBOpPIOE BUGIPKOBO KOMII-
Jlekcu 31 ctabinpHicTio Mizd 1 6iskis. 11 koMIuiekcn
BUBOIATHCS 3 OPTaHi3My TEPEBAKHO 3 JKOBUIO 3a
PaxyHOK BiJTHOBJICHHSI IPUPOJIHOTO MapILIPYTYy eKC-
Kpertii Mizi, sxuit mopynryetses mpu XB. TTM suu-
JKY€ PUBUK TUMYACOBOTO 301/IbIIEHHS PIBHS BiJIbHOT
Mizi Ha modatky Tepamii. [lomimmennii KoHTpOJb
MiJli € JysKe BaKJMUBUM, OCKIJIBKU, SK BBa)KAIOTh,
CKOPOMUHYIIIE 301/IbIIeHHsT BMICTY BIiJIBHOT Mii
IicJisd oYaTKy Teparii CIIPUYMHSE JI0/IaTKOBE 110-
HIKO/KEHHS TKaHUH, ocoOmBo I[HC.

VY kainiunux Bunpobysanuax TTM Bussuscs
GesreunuM Ta ehEKTUBHO 3HUKYBAB PiBEHDL Miji
npu npuiiomi oguH pas Ha 106y, OYiKyeThes, 1o
TaKUH PeKNM J03YBAHHS MOJIMIIUTD AOTPUMAHHS
MAIliEHTOM TIOCTIHHOTO TIPUMOMY TIpernapaTry Ta
3MEHIUTh KUIBKICTh BUMAJKIB Hee()eKTUBHOTO

gikyBauus. TTM mporectoBano y Oifbie Hix
500 nartienTiB 3 XB mpotsirom 7 pokis [16].

Inme mMenukaMeHTO3He JiKyBaHHSA. 1K /10/1aTKO-
BY Teparlifo MOKHA 3aCTOCOBYBAaTH aHTUOKCHUAH-
T, nepeBaxkHo BiTaMiH E. ITpu XB BusiBIeHO HU3b-
Ki CMPOBATKOBUH Ta IMEYiHKOBUM PiBHI 11bOTO BiTa-
MiHy. [Ipu nonaBanni Bitaminy E B cxeMy JikyBaH-
Ha 3adikcoBaHO JlesKe TOJIMIIEHHS CUMIITOMIB,
aje JKOJHUX JAOCTi/IZKEHD MO0 1IbOTO He TIpoBe/ie-
Ho. ToMy NIpUITyCKAIOTB, 1110 B3aEMO3B 3Ky MiX Jle-
(hiruTOM aHTHMOKCUAAHTY Ta KJIIHIYHUMHU CHUMIITO-
MaMU HeMae.

[TpumyckaloTh Jesike 3HaYeHHS aMiITPUIITUIIIHY
JUIs 3anobiraHHs MediHKOBId HeJoCTaTHOCTI MpH
XB, OCKiJIbKM BiH 3MEHIIYE 1HIYKOBAaHUU MiJ/IIO
aronTo3 KJITUH TeviHKu. B ekcriepuMeHTI Tperna-
pat 301blIlyBaB BYJKUBAHHS MIypiB 3 AedinuTom
ATP7B. OnHak f0oCTiIKeHb y T1o/iel He TPOBe/eHO.

Tpaucmwianranis mevinku (T11). Haykosi my6uri-
Kallil OCTaHHIX POKIB MiATBEP/KYIOTh JOIIIbHICTD
sactocyBanHg TII 3 Metoro sikyBanHg XB. TII no-
KaszaHa O6JIM3bKO 5 % mnaitieHTiB 3 XB, y SIKMX 3aXBO-
PIOBaHHS BUSABUJIOCS BIIEPIIIE TOCTPOIO TTEYiHKOBOIO
HezoCcTaTHICTIO, a0 3 TePMIHAIBHOIO CTAi€I0 3a-
XBOPIOBAHHS TIEYIHKU 1 TSPKKOIO [IEeYiHKOBOIO HEJI0-
CTATHICTIO. 32 CY4aCHUMU JaHUMU, Pe3yJIbTaTH 3a-
crocyBants TII npu XB BiJiMiHHI IPU BUKOPUCTAH-
Hi SIK TPYITHUX, TaK 1 JKUBUX JIOHOPIB [34].

Crocrepeskenns 121 narienTa 3 XB, gakum mpo-
Beziero TII y 1985—2009 pp., 3acBiguniio BigMiH-
HUil TpuBasmil pesysbrar. [lokasanusam g TII
Oynu  ysapMiHaHTHUI/CyOdYIbMiHAHTHUN Tera-
T (33 %), nekommencosanuii [T (41 %) i Tsokke
HeBpoJioTiuHe 3axBopioBanist (6 %). Ceper maiieH-
TiB GyJ10 75 gopocaux (cepeaniii Bik — 29 pokiB) Ta
46 niteit (cepenniii Bik — 14 pokiB). Buzkuanus
marienTiB gepes 5, 101 15 pokis micas TII cranosu-
710 87 %. Ioripiiens BUxKUBaHHs OyJI0 OB's13aHe 3
YOJIOBIYOIO CTATTIO, HASIBHICTIO HUPKOBOI HEIOCTAT-
HocTi 710 ipoBezieHHs T1I i HeBpoJOTiYHUMHU TTOKa-
3aHHSMM /10 ollepallil, TPoTe KOJIeH 3 INX YNHHUKIB
He BUSBUBCS CTATUCTUYHO 3HAUYIIUM.

Y nanientis, akuMm TII npoBe/ieHo 3a Me4iHKOBU-
MU TIOKa3aHHSIMM, TPOTHO3 OyB Tipmum y pasi
bypMiHaHTHOI/CyOhyIbMiHAHTHOT (hOpME TIedin-
KOBOI HEJIOCTATHOCTI T4 HEJOCTATHbO PETEIbHOTO
Bi1GOPY MAIEHTIB 3 I0TPAHCIIAHTAIIITHOIO HUPKO-
BOIO HejlocTaTHicTio [6].

3 Habyrrsim gociay moxao TII 3arajibHe BUKU-
BaHHS NAIli€HTIB moJinmryerbes. Hafimosiie 3adik-
coBane BuxnBaHHA — 20 pokis. /leski aBropu npu-
ITyCKAIOTh, 1110 HEBPOJIOTIYHI CUMIITOMHU y TIAIIEHTIB
3 XB micaga TII moxxyTs Takox nosimmmaTtucs. Oz-
HaK € JIaHi, 1110 TSIKKI HEBPOJIOTIUHI yCKJIQIHEHHS
30epiraiothbcst HaBiTh micsst yermimuol TTIL
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Tabmuig 5. [IPOrHOCTUIHUI iHAEKC IPH XBOPOO6i Bitbcona [26]

y mogudikanii A. Dhawan Ta cniBaBTOpiB [5]

IToxa3uuk 1 6an 2 6anu 3 6aim 4 6anu
Bisipy6iH y cupoBaTiti KpoBi, MKMOJIb,/J1 100—150 151—200 201—300 >300
Acnaprataminorpancdepasa, O/l /7 100—150 151—300 301—400 >400
MixxHapoHWIT HOpMATI3aIliHHUHT 1HIEKC 1,3—1,6 1,7—1,9 2,0—2,4 >24
Jlefikoruru, 107/ 6,8—8,3 8,4—10,3 10,4—15,3 >15,3
AnpOyMiH, T/71 34—44 25—33 2124 <21

TIpumiTKa. BEpXHA MeKa HOPMU JIIS1 ACTAPTATAMIHOTPaHChEPA3U CTAHOBUTH 20 MO /MJT (3rifHO 3 JaHUMU KOPOJTiBCHKOT'O KOJIEIKY,
Benuka bpuranis). 3Hauenns 11 Ta GiIbIIE aCOLIIOETHCS 3 BUCOKOIO MMOBIPHICTIO CMEPTi 6€3 TPAHCIUIAHTALT ICUiHKH.

BaritHicTh

YenintHe JsikyBaHHS O3Hauae, 1m0 KiHka 3 XB
MOJKe 3aBariTHITH. BaThkiB HEOOXiIHO TIOBIIOMUTU
IIPO Te, 1[0 BIPOTi/IHICTh HAsIBHOCTI TOMO3UIOT Ce-
pexn piteit cranoButh 0,5 %. Bumnpasgasum € aHais
rarvtoruity rnapraepa. ITig yac BaritHoCTi 1 B 1epioj
rOJIyBaHHSI TPY/UIIO HEraTUBHUN OaslaHc Mijti, KpiMm
JIOTPUMAHHS JIETU Ta MeIUKAMEHTO3HOI Teparlii,
MiITPUMYETHCS TOJATKOBUM BUTPAYAHHAM MiJli HA
(hopMyBaHHS TKAaHUH TIJIOY i HA JTAKTAIIITO.

JKinkawm, gxi crpaxgaiors Ha XB, Heo6XiHO 110-
SICHWUTH, TI[0 BaTiTHICTH OaskaHa JINIITE MicIst HopMa-
Jli3alii akTHBHOCTI TpaHCAMiHa3 1 lepexoy Ha ITijl-
TPUMYBaJIbHY Teparlito. JIikyBaHHS He CJIiJ| IPUIIU-
HATH IiJ] Yac BariTHOCTI, TOMY IO PU3UK IIPU TIPU-
MMUHEHH] JIKyBaHHS [EePEeBUIIYE PU3UK MPU KOTO
MIPO/IOBKEHHI.

g inauBigyanizaiiii Ta MOKJIMBOI KOPEKIIii Te-
parii i/ yac BariTHOCTI HeOOXiZHO peryJsipHo (He
pimmie Hixk 1 pa3 Ha 3 Mic) BusHa9aTH JTaGOPATOPHI
MOKa3HUKK 0OMiHy Mii (1iepyJ/Iomiasmit, BiJbHA
Mi/Ib Y CHPOBATIIi KPOBi, 6a3abHa Ta CTUMYJIbOBAHA
D-neniriaminoM 1060Ba eKCKPEIis Mifi i3 cedero).

Haii6isbimit pusvK TepaToreHHOCTI IS TLT0/1a
MPUIA/IA€ HA TIEPIIUI TPUMECTpP, TOMY 3HUKEHHS
71031 D-rieninuiaMiny poTsrom epuioro TpUMecT-
PY PEKOMEHIOBAHO IIPU MTPOIOBKEHHI MOHITOPUHTY
HUBBKUX JI03 JIJIsT IHIIUX TpUMeCTpiB. Takosk 1moTpio-
HO 3MEHIIUTU [I03y XeJaTOpiB [0 MiHIMajbHOI
(300—600 Mr/m00y) B OCTAHHBOMY TPUMECTPI, 1100
YHUKHYTH HEJIOCTATHBOI JIOCTaBKU MIiJli JIJIs TLJI0/Ia
a0b0 HeOCTATHBOTO 3aTOEHHST PaH IC/Is KECapeBOTO
pO3TUHY 4Yu erisioTomil. IpynHe BUTONOBYBaHHS
MpPH JTIKYBaHHI XeJaTOpaMy He PEeKOMEHIYETHCH,
X0ua € JIaHi, o JiTH, gKi mepebyBanu Ha IPYAHOMY
BUTO/IOBYBaHHI y MaTepiB, KOTpi TpUIMaIn
D-nieninunamin, He MaJIu KOJITHUX TTOPYIITEHb.

Jlocmimkens MO0 BITUBY KOHTPAIIEIIil He TTPo-
Boau. EcTporeHn MOKyTh TEpenrkoKaTi Oiji-
apHiil exckpertii Mizi. B 3710poBrX KiHOK, AKi TpHU-

IMaloTh KOHTPALIETITUBY, PiBeHb Mi/li Y CHPOBATII
KPOBI Ta cedi 36iIbITYETHCS, IHO/I HABITH BUSIBIIS-
I0Th BiZIKJIaZIeHHS Mifi Ha poriBili. bararo BHyTpiI-
HbOMATKOBHX cIipasieil MiCTATb Mijb. TakuMm 4m-
HOM, OesleyHrMU € JIMIIe crepMinuau, Gap’epHi
KOHTPAIIENITUBY Ta TIPOTECTEPOH.

IIporuos

Henikoana XB npusBoauTh 10 cMmepTi. binb-
IICTh TAIIEHTIB TTOMUPAIOTH Bijl JleKOMITeHcallii
(yukiionyBanns nedinku Tta yckuaagHenb L1,
pelrTa — BiJl yCKIaHEHb POTPECYIOUNX HEBPOJIO-
rivaux ypaskesn. [Ticsig 3acTocyBanHs B Teparii xe-
sgaropis i TII cTamo MOKJIUBUM TPUBaJIe BUKIBAH-
H HAIlE€HTIB.

3arajioM TPOrHO3 JUIsI BWIKUBAHHS 0Ci0, sKi
CcTpakAaloTh Ha X B, 3a71eKNUTh Bijl TSKKOCTI TTeUiH-
KOBUX 1 HEBPOJIOTIYHUX TOPYIIEHb Ta JOTPUMAHHSI
pexxumy mpuitomy mpernapatiB. OyHKISA TeTiHKHT
HOPMaJTi3yETHCSI MPOTITOM 1 —2 POKiB JIIKyBaHHS B
6iabInocTi XBopux 6e3 a6o 3 komnercosanuM 11T i
HOTIM 3aJIUIIAEThCs CTablIbHOIO 6e3 TPorpecyBaH-
Hs 32 YMOBHU TIOCTIHHOTO JIiKYBaHHSI.

MennkamenTosna Tepartig MasoedeKTHBHA y T1a-
IIEHTIB 3 TOCTPOIO TEYiHKOBOIO HENOCTATHICTIO,
cripoBokoBaHo10 XB. Ile 3yMOBJIeHO TpUBAJIUM Tie-
piooM, HEOOXiTHUM JIJIsl BUIQJIEHHST TOKCHYHOTO
BMIiCTY Mizii 3 opranismy. Y 3B’sI3Ky 3 1iuM OYyJI10 po3-
PO6JIEHO MTPOTHOCTUYHUIA 1HAEKC, SAKUH Y MOIa/Ib-
oMy 3a3uaB Mojiuikartii [5, 26]. 3nauennst monas
11 € zaBxau parampaum 6e3 TII (Tabir. 5).

[TartieaTn 3 HATBHUMU HEBPOJIOTITYHUMY CUMIITO-
MaMH KUBYTb JIOBIIE, SKIIO HE3HAYHO BUPAKEH] T1e-
yinkoBi opymennsa. Ha sxanb, HeBposoriuHi cum-
TOMM JIMIIIE YaCTKOBO 3BOPOTHI ITPH JIIKYBaHHI Ta MO-
SKYTB IHOZII TTOTIPIMUTHCA TICISA TOYaTKY JTiKyBaHHS.

Y nartienTiB micag oprortoniynoi TII BukuBan-
HsT MOsKe OyTH JIEI0 HUKYNM Y PaHHiil nepioz, are
B I[IJIOMY BBaKa€ThCS 3a/[0BITbHUM JIJIsT TAKMX T1a-
nientis [1].
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COBpPEMEHHBIE TPAKTOBKU U TO/IXO/bI
K JIMATHOCTHUKE U JIEYEHUIO 00JIe3HU BuibcoHa

Bosnesnb Buibcona (bB) — HaciecTBEHHOE 3200I€BAHNE, XAPAKTEPUIYIOIIEECS ITPOTPECCUPYIOITUM HAKOTILIE-
HHEM M€ B OPTaHU3ME. B TUITMUHBIX CIydasx BB MaHudecTupyeT B HOAPOCTKOBOM U IOHOIECKOM BO3PACTE.
KimmHuyeckue nposBIeHNs 3aBUCAT OT COOTHOMIEHUS aKKYMYJIALIMU MEIU B TEX MM UHBIX OPraHaX, B IIEPBYIO
odepenb — OT MOPAXKEHUA IEYEHU U TOJIOBHOT'O MO3Ta. BB 4acTo He yYuTHIBAIOT B JU(MP(OEPEHITNAIBHON JHAT-
HOCTHUKE 3200JIEBAHUI IEYEHN. PACCMOTPEHBI OCHOBHBIE MOMEHTEI, CBA34HHBIE C JMATHOCTHUKOI 3TOT'O 320071€-
BAHMS U TAKTUKOM JICYEHUS NAIIUEHTOB. BB — peIKNi IpuMep HAWIEICTBEHHOI'O 3A00JIEBAHMS, JUIsI KOTOPOI'O
pa3paboTaHbl BEICOKOAMMEKTUBHBIE METOADBI JIEUEHUA. JJa2Ke MIPH TAKEIIBIX HPOSABIEHUAX CUMIITOMATUYECKOE
JIEYEHHE OOBIYHO JJAET MONOKATENBHBIH 3(PPeKT. bes neuenns manueHTsl yMUpatoT. [TI03TOMY CBOEBPEMEHHOE
pacrniozHanue BB 1 noCTOsIHHAA TePANA UMEIOT OIIPEJENIAIONIEE 3HAYEHHE.

Kirogesslie c10Ba: 60/1€3Hb BUWIbCOHA, LIEPY/IOILIA3MUH, META00IN3M MEIU, XPOHUYECKUH I'€IIATUT, IUPPO3
TICYCHHMU.
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Modern interpretations and approaches
to the diagnosis and treatment Wilson’s disease

Wilson’s disease (WD) is a hereditary disease, characterized with the progressive copper accumulation in an
organism. Typically, es WD manifests in young age. Clinical signs depends on the ratio of copper accumulation in
one or another organ, and first of all in the degree of liver and brain injury. WD is often not taken into consider-
ation in the differential diagnosis of liver diseases. The authors examined the basic issues of the diagnosis and
tactics of treatment of patients. WD is a rare example of hereditary disease for which the highly effective methods
of treatment have been worked out. The systematic treatment usually gives the positive effect even in the case of
severe symptoms. The patients die in case of treatment absence. That is why the timely identification of WD and
permanent therapy has the defining value.

Key words: Wilson’s disease, ceruloplasmin, copper metabolism, chronic hepatitis, cirrhosis.
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