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Pegepar

Mera. [Ipoananizysamu cyuachi no2niou Ha KIiHIKY, oiar-
Hocmuxy i nikyeanns xéopoou Ioue.

Marepiau i MeToaun. Ocrosoro nawol npayi Oynu pesyiomamu
ananizy 33 nimepamyprux 0vxicepe, uwjo HaubiibuL NOGHO Gi0-
obpaxcaioms noziaou na xeopoby Towe. Ocobnusocmi Oi-
arHoCmuKyu ma Niky8aunHs yiei piokicHoi namonorii no0ano
y cmammi.

PesynbTatu ii 00roBOpenns. Xeopoba [owe - pioxicna cnao-
KOBA NAMOOTs, 8 OCHOBI PO3GUMKY SIKOI JedHCUMb HeO0C-
mamuicmo epmenmy rmoKoyepedopo3Udasu, ujo 6ede 00 Ha-
2POMAOICEHHSL INTOKOYEPeOPO3UII8 Y Ni30COMAX MOHOHYKIIe-

apuux garoyumis. Y pesyromami cucmemnol nponigpepayii

yux kuimun, Hazeanux kiimunamu fowe, 6 opranax, nepesasic-
HO Y cene3inyi, neuinyi, KiCMKax, 1e2eHsxX, po36U8AEMbCsl KOMN-
JIEKCHA, MYIbIMUCUCIEMHA [ Hapocmaioya xeopooa. Yacmoma
saxeoprosarntsi cmanosums 6i0 1 na 40 000 0o 1 na 60000.
Buoinatomo mpu kniniuni munu XI: nenetipononamuynuil
(mun 1); eocmpuil inghanmubHUll HelupoHonamuyHul (mun
2); xponiunuii neupornonamuunui (mun 3). Tun 1 xeopobu
Towe € natinowupeniuow Gopmoro, Ha AKy npunadac

npubausno 90% sioomux Ha cb0200HI 6UNAOKIE x60poou. IT

BUAGU Y OUMSAUOMY AOO OOPOCIOMY iyl MICMAMb 2enamo-
CcniieHoMe2aiito, AHemMilo, MPOMOOYUMONEHIio i3 2eMoparii-
HUM CUHOPOMOM, JIeliKONeHiio, ypaxcents Kicmok. [100i6Hi
KAIHIYHI CUMRMOMU MOJICYMb MPANIAMUCS I NPU THUUX 3a-
XBOPIOBAHHSX. NICUKEMISAX, TIMPOMAX, OCmMeoMieNimi, ujo mMo-
Jice cmeopumu mpyoHowiys diarnocmuyi. I emamonoriunumu
Hacaiokamu oepiyumy LioKoyepedbpo3uUdasu € pisHoeo cmy-
nento yumonenii. ¥ 60% xeopux diarnocmyoms mpomooyu-
monerito, y 35% - anemito, piowe - neiikoneniro. Tpomboyu-
MONEHIs I3 2eMOPATIUHUM CUHOPOMOM € OOHUM i3 OCHOGHUX
sussie xeopobu Towe. Tpomboyumonenis po3eueacmocs
BHACNIOOK 2inepCcnienizmy ma iH@itempayii Kicmko8ozo
Mmosky knimunamu Towe. Tpuuuroro 2emopariuno2o cunopomy
MAKOAC MOAHCE OYMU SHUNCEHHSL AKMUBHOCTNT HUZKU YUHHUKIG
3CIOAHHS KPOGL, a MaKodxc niosuujenHs giopunonisy. [iar-
nocmuka xeopobu Towe 6azyemvcs na docnioxcenni 6ion-
mamis, nynkmamie mxanun i opranie (eussaens kiimun lo-
we), U3HAUEHHI LII0KOYepedpO3UOA3HOI aKmueHoCmi y ieti-
Koyumax abo y piopodoracmax wikipu, BUBHAYEHHs Ximompu-
03UOA3HOI AKMUBHOCMI NAASMU KPOBI, CMPYKMYPHOMY aHA-
7i3i JHK. Ha cbo200ui x6opoby Towe 1 i 3 munie egpexmueno
JUKYIOMb 30 00NOMO2010 3aMiCHOI mepanii pekOMOIHAHMHOK
Gopmoro pepmenmy rmoxoyepedbpozudazu. 3amicna gpepmen-
momepanis 3MEeHULY€ INMEeHCUBHICINb MAKUX CUMNIMOMIE X60-
poOU, 5IK 2enamocnieHoMe2alis, AHeMisl, KICMKO8L 3MIHU, GI0-
HOBNIOEMbCA KINLKICHUU 8MICI MPOMOOYUMIB, NOKPAULYEMb-
€A AKICMb JHCUMMS XGOPUX.

BucHoBOK. 3a ocmanni poku 00Csi2HYMO 3HAYHUX YCNIXIS 6

onpayo8anHi memodis iarHoCmMuKy i 1iKy8aHHs pIOKICHOT

cnaokoeoi namonorii - xeopoou IToue.
Kuro4osi csioBa: xéopoba lowe, riokoyepebposudasa, yu-
Moneris, 3aMicHa (pepmenmomepanisi

Abstract
GAUCHER DISEASE: CLINICALFEATURES,
DIAGNOSTICS, TREATMENT

N.Y. TOMASHEVSKA
The Danylo Halytsky National Medical University in Lviv

Aim. 70 analyze current views on clinical features, diagnostics,
and treatment of Gaucher disease.

Methods. The basis of our review was the analysis of 33 references
that most closely reflect the views of Gaucher disease.
Peculiarities of diagnostics and treatment of this rare disease
are presented in the article.

Results. Gaucher disease is a genetic disease characterized by
deficient glucocerebrosidase activity leading to the accumulation
of glucocerebrosides in the lysosomes of mononuclear phagocytes.
The accumulation of glucocerebroside-engorged cells, termed
Gaucher cells, within organs, most commonly the spleen, liver,
skeleton and lungs, results in a complex, multisystemic and
progressive disease. The incidence of the disease is from 1 in 40
000 to I in 60 000. Three clinical types of Gaucher disease
have been identified: the non-neuropathic type (type 1), the
acute infantile neuropathic Gaucher's disease (type 2), the
chronic neuropathic form (type 3). Type 1 Gaucher disease is
the most common form, accounting for approximately 90% of
currently known patients with Gaucher disease. The
manifestations of the disease appear in childhood or adulthood
and include hepatosplenomegaly, anemia, thrombocytopenia
with hemorrhagic syndrome, leukopenia, and bone lesions.
These clinical signs may occur in other diseases: leukemia,
lymphoma, osteomyelitis, which can complicate the diagnostics.
The haematological consequences of enzyme deficiency consist
principally of cytopenias. Sixty percent of patients present with
thrombocytopenia, 37% - with anaemia; leukopenia is rare.
Thrombocytopenia with hemorrhagic syndrome is a prominent
abnormality in Gaucher disease. Thrombocytopenia develops
due to hypersplenism and infiltration of the bone marrow by
Gaucher cells. The hemorrhagic syndrome in Gaucher disease
also may be caused by reduction in the activity of coagulation
factors and increased fibrinolysis. The diagnosis of Gaucher disease
is based on the examination of the bone marrow (detection of
Gaucher cells), determination of glucocerebrosidase level in
leukocytes or skin fibroblasts, and chitotriosidase activity of
blood plasma, and structural analysis of the DNA. Nowadays
type 1 Gaucher disease is treated effectively with replacement
therapy of the glucocerebrosidase recombinant form. Enzyme
replacement therapy reduces the intensity of symptoms such as
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hepatosplenomegaly, anemia, bone changes, restores the
platelet count, improves the quality of patients' life.
Conclusion. Significant progress in the development of methods
of diagnostics and treatment for a rare genetic Gaucher disease
has been made recently.

Keywords: Gaucher disease, glucocerebrosidase, cytopenia,
enzyme replacement therapy

Beryn
XBopo6a I'omte (XTI) - piakicHa criagKoBa MaToJIoris,
sIKa XapaKTePU3Y€EThCs HEOCTaTHICTIO (pepMeHTy Ji-
30COMATBHOT TTFOKOIEpeOpO3H1a3H (TaKOXK BIIOMOT
sk [B-rmroko3unaza EC 3.2.1.45, PDB 10GS), mo
BeJIe /10 HarpoMaJKEeHHS TITIOKOLIepeOpO3UIiB Y Ji-
30COMax MOHOHYKJIeapHHX (aronutis. Lle 00ymoB-
JeHo myTtauisiMu B TeHi GBA, sxwii TokanizyeTbes
Ha 1-if xpomocomi (1g21) i BignoBigae 3a cuHTE3
rImoKorepedposunasu. Ha croromHi ineHTH(IKOBaHO
noHas1 200 MyTaHTHHX aJieJliB, HasIBHICTh SIKUX ITPH-
3BOJUTH JI0 YACTKOBOTO a00 MOBHOTO OJIOKY Kara-
JITUYHOT aKTUBHOCTI (PepPMEHTY, 3HIDKEHHS HOT0 cTa-
OLTBHOCTI Ta TIepio Ty HamiBposnamy [3, 23, 25]. [pu-
YOMY a0COTIOTHUX KOPEIISIIIN Mi>K IIEBHUMU My TaIlisi-
MH Ta KJIIHIYHIMH BUSIBAMH 3aXBOPIOBaHHS HE ICHYE.

depMeHT IITIoKOIIepeOpo3H1a3a 3HAXOTUTh-
sy KIIITUHAX Pi3HOTO TUITY, aje AepiluT Horo Mae
HaOLIbIIIe 3HAYEHHS JITIs MaKpo(dariB, OTHOKO 13 OC-
HOBHUX (YHKIIN SKHX € 3aXOIJICHHS 1 TIepeTpaB-
JIIOBaHHS KJIITHH, 10 3aKIHYMJIM CBIil KUTTEBUI
Ki1. Makpodaru kictkoBoro Mo3ky (KM) i3 Harpo-
MaJDKEHUMH Y JII30COMax HEYTHITI30BaHUMH JIiITi/ia-
MU TIepeTBOprotoThCs Ha Kititunu Tome (KT). V pe-
3ynerari cucTeMHoi postidepartii KI B opranax, ne-
PEBaKHO y CEIE31HII1, IEYiHIIi, KICTKAX, JISTSHSIX, PO3-
BUBAETHCS KOMIUIEKCHA, MYJIBTUCUCTEMHA 1 HApOC-
Tatoua xBopoba [9]. ¥ ronoBHoMy MO3Ky Tipu 112
TUIIaX XBOPOOU TTIOKOIIEPEOPO3HIN HATPOMAIIKY-
IOTBCS Y TIPOLIECT PO3BUTKY MO3KY 1 (DOpMYBaHHS Mi€-
JHOBOT 000JIOHKH HEPBIB.

Mertoto nociikeHHs OyIo mpoaHasizyBaTu
cyvacHi norisian mpo XTI [1s oTinIeH s Jiarnoc-
THUKH Ta JIKyBaHHS I1i€1 TaToJOT1i.

MarepiaJ i MeToau

[TpoBeneHo aHai3 OCHOBHUX IMyOJiKamii 11010
onwmcy xBopoou 'omre. BiniGpano 33 nepmomkepe-
J1a, 110 HaHOLIBII TOBHO Bi10OPaKatoTh MOV TN HA
3aXBOPIOBaHH.

Pesyabraru it 00roBopeHHs
3axBOPIOBAaHHS BIIEPIIIE OMTUCAB (hpaHILy3bKHUIT JIiKap

®inin Tome (Phillippe Charles Emest Gaucher) B 1882 p.
[14], a GioximiuHI OCHOBH BCcTaHOBWIH y 1965 p.
Brady, Kanfer i Shapiro [6]. XBopoba ycriaIKOBYE€ThCsI
3a aBTOCOMHO-PELIECHBHUM THIIOM Ta € HANIONIN-
PEHIIINM PO3JIaI0M Ji30COMAIBEHOTO HArPOMa/IKEH-
Hs. SIk1io o0u1Ba GaThKU € HOCISIMU JIEPEKTHOTO Te-
Hy, TO CTATUCTHYHO LIAHC HAPOAUTH JuTHHY 3 XI cTa-
HOBUTH 25%, a 50% miTell y TaKuX MUTF00AX € HOCISIMU
reHy [22]. Lle 3aXBOprOBaHHS 3yCTPIYa€ThCS 3 4aCTO-
toto Bix 1 Ha 40 000 o 1 Ha 60 000. Y 2/3 namieHTiB
3aXBOPIOBAHHS JIIarHOCTYEThCA Y Billi 10 20 pOKIB.

Buginsrors tpu tumm XTI [21]:

1. XpoHiuHMIA BicuepaTbHUM (JOPOCINI), He-HEeM-
POHOIIATUYHUH,

2. rocTpuii nepedpanpamii (iHpaHTUIBEHUI) a00
rOCTpUNA HEHPOHOIIATUYHUN,

3. migroctpuii nepeOpanbHU (FOBEHIIBHMIA) 200
XPOHIYHUIA HEHPOHOMIATHUHUI.

Tumn 2 XT (XT2) (1 a6o 2 aneni L444P) xa-
PaKTEpPU3Y€ETHCS HEBPOJIOTIUHUMH BUSIBAMH BXKE 3
PaHHBOTO JUTSAYOTO BIKY (IIPOTITOM 6 MICSIIIB Bij
HapoKeHHs). YacTora 3axBoproBaHHs ckiaaae |
Ha 100 Tuc. )xuBUX HOBOHapoKeHuX. Llei Tun He
€ XapaKTepHUM JJIs1 )KOJTHOT eTHIYHO1 rpyrnu. Cumir-
TOMH BKJTIOYAIOTh TeTIaTOCIICHOMET IO, ITOIITHpe-
HE 1 IPOTPECUBHE YIITKOKEHHS TOJIOBHOTO MO3KY,
MOPYIIEHHS MOTOPHKH O4Y€H, CYJIOMH, OITICTOTOHYC,
PUTITHICTE KiHIIIBOK. YacTO BpaXaroThCs JIeTeHi, B
TaKUX BUIMAJIKAX y XapKOTUHHI MOkHa 3HaWTH KI.
XBOpi TITH IIOTAHO CMOKYYTh 1 KOBTAIOTh Ta JTOXKH-
BAIOTh JIMIIIE /IO JIBOX POKIB.

Tun 3 XT (XI3) (takox 1-2 korii L444P) mo-
K€ BUSBUTHUCS OyJIb-KOJIU - B AUTSYOMY, UM HABIThH
y IopociioMy BiIli, yactora ckinagae 1 ma 100 Tuc.
YKUBHX HOBOHApO DKeHUX. Haituacrimne TpariseTs-
Cs1 CepeJ1 JKUTEIIB MiBHIYHOTO MIBEJICHKOTO PETi0HY
Hopp6oTTeH, e 3aXBOPIOBAHICTh CTAHOBHUTH
1:50000. XapakTepu3y€eThCst MOBUIEHUM IPOIPECY-
BaHHSM Ta MOMIPHICTIO HEBPOJIOTTYHUX CHMIITOMIB.
OcHOBHI BUsIBU: 301JTbIIIEHA CeJIe31HKa i/a00 medin-
Ka, CyZIOMH, TIOTaHa KOOPAWHAILiS, TOPYIIEHHS Oy-
JIOBU CKEJIETY Ta MOTOPHKH OYei, aHEMisl, pO3JIaaH
JMXAIBHOT (PYHKIIIT, pO3yMOBa BIICTATICTh. XBOpI 10~
YKUBAIOTH JI0 ITiJTITKOBOTO ¥ JIOPOCIIOTO BIKY.

Tun 1 XT (XI'1) (N370S TrOMO3UrOTHHUIA),
Havnommpenimmii (1 Ha 50 THC. KUBUX HOBOHA-
POJIKEHHUX ), TPAIUIAETHCS IEPEBAYKHO CEPEJ] €BPEIB
alIKeHasi, yacTora HocilicTBa ckianae 1:15[20], a
gactoTa 3axBoproBaHHs - 1:450 [33]. G.A. Diaz et
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al. [11] BBaxaroTh, 1110 MyTalIlisi TeHY, SKUH BiJIITOBI1a€
3a BUHUKHEHHs X, 3'IBUJIacs cepejl €BpeiB allke-
Ha3i B panHboMy CepenaboBiudi (48-55 mokoiHb
TOMY ). BUsIBU OYMHAIOTHCS B AUTUHCTBI 200 B J10-
pocioMy Bitli (cepeHiil Bik XBOPHX HA MOMEHT JIi-
arHocTuky ckiazae 28 pokis) [21]. [lepeGir xBopodu
Moke OyTH pi3HOi BaxKoCTi. [TariieHTH MOXYTb 10-
YKHBATH JI0 IOPOCIIOTO BiKY, & ITPH JIETKii opMi XBO-
poba MoKe HaBiTh HE BUSBISATHUCS [28].

OcHOBHMMHM KJIiHiYHUMHU BHsBamu XI1 €
CIUIEHOMETaTis (acoI[iiioBaHa 3 TMePCIICHIZMOM),
reraToMeratisi, ypaKeHHs KiCTOK (OCaTii, TopyIIeH-
Hs1 Oy/IOBU TiJIa, OCTEOTICHIs, 0 CTEOHEKPO3H, TaTo-
Jori4Hi iepesnoMn). [ eMaTonoriyHuMH HaclTiIKaMu
NeIIUTY IITFOKOIIEPeOPO3UIa3H € PI3HOTO CTYTICHIO
ITUTOTIEHI1. 3aIIPONIOHOBAHO JIBi T1ITOTE3H, SIKi TTOSIC-
HIOIOTH [TUTOIICHIFO: TIMePCIUICHI3M Ta IHPUIBTPALII0
kicTkoBoro mosky KI. Yactoro 3Haxiakoro npu XI €
nedinut BiTaminy B12 a6o ¢oiieBoi KUCIOTH, 10
MOJKE€ MPUTHIYYBAaTH MPOAYKIiI0O TPOMOOILHUTIB Y
KM [15]. Kpim Toro OyI10 BUSBICHO BUCOKHIA PIBEHb
0araThoX Mpo3anaibHUX 1 He3aNaIbHUX [UTOKIHIB
y TUTa3Mi KpOBi, 1110, SIK BBAKAIOTh aBTOPU, MOXKE
BIUMBATH Ha remoroes [32]. Y 60% xBopux miar-
HOCTYETBCSI TpPOMOOIUTOTIEH S, Y 35% - aHemis [27,
31], y Toii "ac sik nefiKoneHist 3yCTpivaeThes piiko,
PO3BHBAETHCA MTI3HIMIE I, TEPEBAYKHO, € HEBAXKKOIO.
XBOpi CTPaX/Ial0Th BiJl 4aCTOI MOSBU TeMAaTOM Ta
MOCTIHOT BTOMHU BHACIIJJOK TPOMOOIIUTOTICHIT Ta
aHemii. B miTepaTypi € moBigomMiIeHHS TIPO T€, IO
NPUYHHOIO TEMOPATTYHOTO CHHIPOMY B XBOPHX Ha
XTI Moxe OyTH TAKOXK 3HUKEHHS aKTHBHOCTI HU3KH
YHHHUKIB 3CIJJTaHHA KPOBi, 30kpema X unHHUKa, a
TaKOXK MiaBHUIIeHHS Gibpunomizy [10, 16]. [Tpu mpo-
My THIII XBOPOOM HEMa HEBPOJIOTIYHUX BUSBIB. Y
YACTHUHH TMAII€HTIB MOXXYTh BUHUKATH YPaKCHHS
nereHiB abo HUPOK [28].

Tpynsomi B giarnoctuii XI BUHMKAIOTE de-
pe3 BIIHOCHY PIAKICHICTH 3aXBOpIOBaHHsL. JlesKi mo-
NiOHI KITIHIYHI BUSBH MOXYTh BUHUKATH i TIPY 1H-
IIMX 3aXBOPIOBAHHSIX (JIeiiKeMii, TiM(oMu, ocTeoMi-
enit) [9, 20]. Ilepe6ir XI Bin3HauacThCs Bapiabennb-
HICTIO: CUMIITOMAaTHKa MOY€E PO3BHBATHUCS TPOTSI-
TOM JIEKUTBKOX POKIB 1 HAPOCTATH 13 Pi3HOIO MIBU/I-
KicTrO [4]. OKpiM TOTO, € CTIaIKOBI i1 HA0YTi XBOPOOH,
NPY SIKUX 3yCTPIYaOTHCS KIITHHH, 1[0 HAraayloTh
KT - "ncesno-kiitunu [ome": xsopo6a Himanna-ITi-
Ka, MHOXKUHHA Mi€Jioma, JielikeMii, mimpoma [omk-
KiHa, Tanacemis [20, 28]. Tomy 3a HasIBHOCTI 301J1b-

IICHUX CEJIe31HKHU, MeYIHKH, ITUTOIeHIi B iepude-
PHUYHIN KPOBI CITiJ] TPOBOAMUTH CTEPHATBHY IYHKITIO
i Tpenano0iorcito.

Jiarnoctuka XI 6a3yeTbes Ha IOCITIHKEHH]
OionTaTiB, IMyHKTATIB TKAHHH 1 OpTaHiB (BUSBICHHS
KT), Bu3HaueHHi moKkonepetpo3uIa3HOl aKTUBHOC-
i (T'A) B nejikonurax a6o y hibpobracrax mkipw,
BU3HAYCHHS XITOTPUO3UIa3HOI aKTUBHOCTI (XA)
TU1a3MU KpOBi, cTpyKTypHOMY anamizi JHK [21].

Busnenns KI 'y Gionrarax, myHKTarax TKa-
HuH 1 opraniB (KM, cenesinka, mkipa, 1iMQpOBy3IH,
KICTKH) € OJTHUM 3 JIIaTHOCTUYHUX TecTiB. L{e Bemuki
KJIITHHU OKPYTIIO1 (POPMU 3 HEBETTUKUM SIIPOM, 110
94acTO PO3TALIOBYETHCS EKCIIEHTPUYHO, 1 ITUPOKOIO
30HOI0 (HiOPMITIPHOT, KOHIIEHTPUYHO TTOKPECIECHOT
SICHO-CIpO1 ITUTOIUIA3MH, SIKa Haraaye ropoBaHuii
narip (puc. 1).

OcrtanHiMu poKamu Jyist giarHocTuku X1 3a-
CTOCOBYIOTh BH3HAUEHHsI aKTUBHOCTI (hepmeHTy
TIIOKoIIepeOpo3HIa3H B JIEHKOIMTaX eprdepunaHoi
KpoBi a00 y ¢ibpobracTax mKipu. SHMKCHHS aKTHB-
HOCTI eH3uMy Ounbiie Hik Ha 30% BKa3ye Ha HasiB-
nicte XI [4, 26]. JlonoMi>kHUM GioXiMiYHEM Map-
KepoM it Jiarnoctuky X1 € BusHaueHHs XA 1ias-
MH KPOBI, 30UTBILICHHS SIKOT € HACITIIKOM HAKOITHYCH-
Hsl HEpO3IICTUICHUX METa0oITIB y Makpodarax [5].
ITpw BusiBNeHHi migBuIneHoi XA iarnos XTI miarsep-
JDKY€TBCSI HaBITh 32 YMOBHU BUCOKOT 3aJIMIIKOBOT aK-
THUBHO CTI TITIOKOIIepeOpO3u/1a3u B JIEHKOIIUTAX KPO-
Bi. Lleit pepmeHT BUSIBUBCS J1yKe KOPUCHUM JIJIS MO-
HiTopuHry aktBHOCTI X1 'y Bi/INOBI/IL Ha JIIKYBaHHS,
1 MOKe Bi1oOpakaTH BaXKKIiCTh 3aXBOpIoBaHH [17,
18]. JlonmoMi>kHUMH € Pi3Hi TATOXIMIYHI JOCITKEH-
Hs KTiTHH [Ool11e: BUCOKa aKTHBHICTH TAPTPaT-Pe3UC-
TEHTHOI KUCIoi hochaTasu, ciradka aKTUBHICT JTy kK-
HOI pocaTasu, MO3UTUBHA PEAKIIisl HA TIIIKOTEH, He-

Puc. 1
Knimunu Towe
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TaTHBHI peakilii Ha mepokcuaa3y Ta mimian [21].

Jlns miaTBepIKeHHs a00 BUKIHOYEHHS XI
BUKOPUCTOBYIOTh TEHETUYHE JOCII/PKEHHS - CTPYK-
TypHuii aHaii3 JIHK 3 MeToro Bu3HaueHHS My Taliit
[4]. Bin 103BOJIsSIE TOYHO BUSIBIISITH HOCITB 13 ICBHUM
CTYIIEHEM IMOBIPHOCTI MPOTHO3YBATH YPasKEHHS
HEPBOBOI CHCTEMH B KOHKPETHOTO TalieHTa. Bax-
JUBOIO € TIPeHATAIbHA JIIaTHOCTHUKA, 0COOIHMBO, KO-
JIM B1JIOM1 YMHHHUKH PU3UKY BUHUKHEHHS XBOPOOH.
JIHK-tecTyBaHHS peKOMEH/Ty€ThCS IS BCIX POJUYiB
MIEPIIOTO CTYTICHIO CIIOPiTHEHOCTI MAIliEHTa 3 -
tBepaKenoro XI [20].

Jlo 1991 poky OCHOBHHMH 3aXOJaMH JIiKY-
BanHst X[ Oy CIUICHEKTOMis i MaiaTHBHE OIpPO-
MiHEHHSI BOTHHII IECTPYKIIii KICTOK sl SMEHIIICHHS
6omro. Ha crorofiHi moka3aHHst 710 CIIEHEKTOMIi 3BY-
3HWJTUCS Ta BKJIFOYAIOTh BAXKKi aBTOIMYHHI YCKIIaI-
HEHHS, IIBUAKUHN PICT CeIe31HKH 1 TTraHTChKI PO3-
MipH Oprany, o MOXe 3yMOBHTH pePPaKTEPHICTh
XBOPOTO 70 3aMicHOI Tepartii pepmeHToM. 3amicHa
ensuMoreparis XI' cTana MOKIUBOIO ITiCIIs BUTO-
ToBJICHHSI B 1991 poti JFOICHKOTO TUTAIIEHTHOTO
npenapary Anbrmonepasu (Lepenasu), aB 1994 po-
11i - pekoMOiHaHTHOT popmMu eH3uMy Imirmonepasu
(epesumy) [19]. IIpemaparamu Ipyroro MOKOJIiHHS
3amicHoi enzumoteparniiy 2010 p. 3aTBepkena Be-
narmonepasa-anbda [12],ay 2012 p. - Tanirmrore-
pasa-anb(a [2]. 3amicHa pepmentorepanis XI 3Ha4-
HO 3MEHIITY€ IHTEHCUBHICTh BUSIBIB TAKHX CUMIITO-
MiB XBOPOOH, SIK T€MIaTOCTUICHOMET Tis, aHEMisL, KiCT-
KOBI 3MiHH, BiTHOBJTFOETHCS KUTBKICHUHN BMICT TPOM-
OOIMTIB, MOKPAIYETHCS SKICTB KUTTS XBOpUX [1, 7,
8, 13, 30]. 3 mostBOtO 3aMicHOT hepMeHTOTEpartii o-
KazaHHA 10 TpaHcmaHTaii KM oOMexyroTecs
BAXKKOIO TUTAYOKO HEHPOHONATUIHOKO (hopMoro XI
[29]. YV MaiiOyTHHOMY MIEpPCTIEKTHBHUM METOIOM JIi-
KyBaHHSI MOK€ CTaTH T€HHA TEparlis - BBEJCHHS
JIHK, sika komye TroKorepeOpo3naasy, B aBTOIOT9HI
CTOBOYPOBI T€MONIOSTUYHI KIIITHHU 3 HACTYITHOIO 1H-
(y3i€ro X TeHETMYHO 3MIHEHUX KITITHH XBOpoMY [24].

BucnoBok

3a oCcTaHHI POKH JOCSTHYTO 3HAYHUX YCITiXiB B OIpa-
IOBaHHI METOIB miarnocTuky X1 i TikyBaHHS Iici
PIIKICHOT CTIaIKOBOT ITATOJIOTI].
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