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Beryn. Ounniero 3 HalpasxMpilmx npobaem
CY4acHOi MEOHYHOI TEHETHKH € paHHA giarHoc-
THKA CNAIKOBHX 3aXBOPIOBAHbL Mertabonismy T1a
MOXTHBICTE MOMANBINOT 1X KOPEKLIT MOMHHAKYH
3 gokniHiyHoro erany [1—3]. B Haw yac Bypxiu-
BOTO PO3BHTKY MOMEKYASPHOI Dlonoril, reHeTHKH
Ta reHHOI IHXeHepii 3' A BIAKTLCA HOBI MUIX0IH 10
NIKYBaHHA HABITh TAKHX XBOPOoG, W0 paHille BRa-
AKaMek cybaetansHuMu |4, 5].

OcobnuBo MOMITHI Wi JOCATHEHHA B YIOCKOHA-
NEeHHI AiarHOCTHEM | Tepanil TAKOT BEIHKOL Pynu
CHAAKOBHX 3aXBOPIOBAHB, AK Ni30COMHI XBOpoOH
HakonuueHHa [6]. MepuwuM 3axpoploBaHHAM, L8
sakoro 6yno pospobaeno BucokoedeKTHBHHI Me-
TON 3amMicHol Tepanii, ctana xpopoba Towe, AKa
HanexuTh A0 cinronininosis [4, 6]. Came Hay-
KOBO OOrpyHTOBAHHI MUIXIA A0 NIKYBAHHA wiEl
XBOPOGH CTaB OCHOBOK, MOJEMTIO IS NOJANb-
WHX po3poboK NPOTOKOMIB NIKYBAHHSA IHLLIMX Ji-
JOCOMHMX XBOpOO HakonuyeHus |7, 8],

Xpopoba lowe (XTI — we cnankose 3axpopio-
BAHHA 3 AYTOCOMHO-PELIECHBHHM THIOM Ycnamn-
KyBaHHa (MIM 230800), ake obymoBieHe IHMH-
HEHHAM AKTHBHOCTI OIHOro 3 Mi30COMHHX
thepMenTiB — rnwkouepedpoInaasH (B-raoKo3u-
aasu). Buacaigok gediumty raokouepebpoinaas-
HOI AKTHBHOCTI MOPYLIYETHCA MONOBHMA NaHLor
gerpanauii raoKouepeGposHIiB, WO CNPHYHHAE
HAKOMMYEHHS IX B DI3HHX TKAHMHAX TA4 OpraHax
[4]. KniHiunumu o3Hakamu X1 € nporpecyioya re-
naTocniaeHoMerania, TpoMBOUMTONEHINA, AHEMIN,
KicTKoBi GOl Ta MOCTYNOBE 3aMilLEHHA KNITHH
KiCTKOBOro MO3Ky Makpodaramu, ski HapaHTa-
®eHi raikoninizamMu (knitiam Towe).

s XT pospobaeHi cy4acHi METOIH 3aMicHOI
thepmeHTOTEpAniil, YCNixM AKOI 3aNeXaTh BiI paH-
HBOI MIArHOCTHKH T4 CBOEYACHOID MOYATKY JiKy-
paHHA [9]. diarHoctuka X[ Bknwouae kKAiHiuHi
CMOCTEPEeREHHHA, BUABIEHHA XapakTepHoi Mopdo-
JNOriYHO! 03HAKH 3aXBOpPBAHHA — KNiTHH ToLwe,
GioxiMiyHe BH3HAYEHHA N1a00PATOPHHUX MOKA3HH -
KiB Ta rmokouepedpoIMaIa3HOl AKTHBHOCTI B ro-
MOreHati JeHKOUMTIB, MOJEKYIAPHO-TeHETHYHE
TECTYBAHHA Ha HAABHICTE MYTalliH B reHi roko-
uepebposnaaiu. Haibinbi indopMaTHBHHM Mmig-
TBEPILKYKOYHM METOLOM MArHOCTHKH BBAKAETHCH
GioxiMidHe BM3HAYMEHHA TIOKouepebpo3MaasHOl
AKTHBHOCTI. AJle B padi NOENHAHHA NOrPaHHYHHX
3HauYeHb MMIKoUepedbpo3HIa3HOI aKTHBHOCTI Ta
HETHMORHX KNiHIYHMX 0IHAK BMHWKAKTh MEBHI
TPYAHOILI B iHTEPNPETallil OTPHMAHHX pe3yibTa-
tis [10]. ToMy nocrae nuTaHHA NPO NOLWYK MOX-
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AMBHX LLTAXIE MUIBKILIEHHA TOYHOCTI GioxiMiuHol
AiarHoCTHKH XBopobu lowwe.

3okpeMa, NponoHYETHCA AOCAIUKEHHA B KPOBI
NOKa3HWEKa XiToTpio3naaw — depMenTa, AKHH
CeKPeTYETBLCA aKTHBOBAHMMM Makpodaramu, ba-
raTtopasose 0iNbILEHHA XITOTPIOIMAAIHOT AKTHE-
]‘iDCTi [ H-a':.-'[iﬂ.}{{}h:[ NpoUuecy HAKOMHYEHHA NaTo-
JOTriYHUX MeTaBoniTie B KAITHHAX Opradismy
[9—11]). AKTHBHICTE XITOTPIO3HMIAIK ¥ NALLIEHTIB
3 XTI sk npasuio, 30UbIUIYVETHCH B IECATKH | COTHI
pasis MOPIBHAHO 3 BEPXHIMH MEXaMM B KOHT-
ponsHOMY MaTepiani |9, 12].

MeTa Hawol poboTH NONATANA Y BUBYSHH] MOM-
JHBROCTI MUARKILEHHA TouHooT] BloxiMivHol diar-
HOCTHEM X[ 3a 1ONoMOrow JOCHiIMeHHA XiTo-
TPIOAMIAIHOT AKTHBHOCTI I1A3MH KPOBI.

Marepiamm ta meroau. Hamu nocninkeHo rpy-
ny 3 25 nauienTie, WO NPOXOAHIH OGCTEXKEHHA B
OHKOTEMATONOTIMHOMY Ta MEIHKO=-TeHETHYHOMY
perrpax YIACH «OXMATOMWTs. Lle 6yau 8 ocid
yonopivot ta 17 ocih KiHovol cTaTi, K NOXOAHIH
3 PI3HUX peroHis Ykpaiiu i He 6yau B poaMHHHX
BLAHOCHHAX. ¥ UMX NMauieHTiP HA NiACTaBi KoMI-
Nekcy KNiHiYHMX, GioxiMivHux Ta mopdonorivy-
HHX faHux B6yno saninzospeno XI.

Y pofoTi BHKOPHCTOBYBAIH NAA3IMY Ta NEHKO-
LUMTH nepudepHyHOT KpoBi NALIEHTIE 3 Ni103poo
Ha XTI Ta 3n10poBHx [IOHOPIB, AKi NoOpOBIIBHO
DpaiiK YHACTh ¥ DOCHLLKEHHAX.

JleHKounTH 3 LiNBHOT KPORI BUALNAIM 33 CTaH-
gaptiow npouexypors [13]. Biamureit natauT 3
NERKOLIMTAMH PECYCIIEHIVELTH ¥ ASiOHI30BAaHIA BO-
1i. PYiHYBAHHA KIITHH Ha NEOIY NPOBOIMIM LLITA=
XoM Tpupazopol oDpobKM YNLTPAIBYKOBMM TOMO-
reHizaTopom SONOPULS (Bandelin).

JaranbHy KibKICTL OLKa B AeHKOLMTAX BH3HAYA-
NH 33 cTaHoapTHHM MeTorom Joypi [7]. KoHueHT-
paLi BinKa poIpAXOBYBATH, BUMIDIOIOYHM ONTHYHY
WTBHICTE mpu 300 HM, 38 nonoMorow cnekTpoido-
romeTpa Specord-40 (Analytik Jena AG).

B-Tmoko3una3Hy aKTHRHICTE B 1i3aTi neHko-
LMTIE OUIHIOBANY 33 fAerpatauien diyvoporeHHo-
ro cyberpaty 4-mermaymbenndepun (MYD)-p-
D-rmoxoauny (Sigma) 3a meromom [14]. Ak
cyberpat BHKopHcTORYBATH 5 MM 4-MYD-p-D-
rmoko3ua B 0,2 M untpat-thocdatnomy Gyiepi 3
pH 5.4, axuii mictue 0.5 % Taypoxonara HaTpio
ta 0,4 % tpurony X-100. Peakuiiina cymiw ckna-
fanack 3 TakHX KomroHeHTin: 20 MK po3yHHy
cyberpary Ta 20 MK nisaTy nedKouMTIB 3 po3pa-
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AvHEY Ha 30 mir Dinka, InkyDauio peakuidHol
cyMiwi npoeoaunu npotsiroM 1 ron npu 37 °C.
Peakuio synuHsaan fogasandam 0,2 M rainuus/
NaOH-6ydepa, pH 10,6.

Ximompiozudasny axmusnicms B 1a3Mi OUiHIO-
BATH 3a Oerpanadicio duvoporeHHoro cvécTpaty
4-meruaymbenudepun (MYD)-tpraueTuaxiro-
Tpioanay (Sigma). Ax cyberpar BHKOpHCTOBYBA-
au 22 MM 4-M Y@ -TpHaueTHAXITOTPIO3HI B LIWT-
par-docdariomy Gydepi pH 5,2, Peakuiitna
cyMiLl MicTHaa 5 M raasmu ta 100 mkn cydeTpa-
Ty. [HkyDauiw 3pakie nporogunn npu 37 *C Ha
npotasi 1 roa. MNMicas inkydauii peakiin 3ynuHsg-
nu gopasaHHam 1,0 ma 0,25 M NaOH-rniunno-
poro bydepa pH 10,4,

He crannapTHuii po3uuH 118 obox depmenTie
prkopHcToByBaln 500 MM 4-smetnaymbenude-
poH (Sigma). @ayopecUeHuUin 3BinbHeHOrO 4-Me-
THAYMOeTHMpPepPOHY BUMIPIOBAIKM 38 A0NOMOTMOK
BaratodyHkLioHANLHOTO adanizaTtopa Victor (Wal-
lac Oy) npH NOBKMHI XBHII 30YIKeHHA 365 HM Ta
emicii 448 um. Peayastati s P-rioko3aaiHol
AKTHBHOCTI HABOAMJIW ¥ HMOAL/Ton/Mr Binka,
IUTH XITOTPIOAHAAIHOT AKTHBHOCTI — HMOL/Tom/ /M
nnaiIMu.

Pesyastam dochnimxens IX 1a obrosopenns. 25
NaUieHTIBE rPYNH MOWYKY KIiHiYHO Ta Mopdo-
noriyHo 6ynd obcTexeHi NikapAMM-reMaTonora-
M YIACHT «OXMATIAWT=. ¥ nuux 3azHavanuck
CXOXi KAiIHIYHI 03HAKM, a came: 3HayHe 30ink-
LWEHHA POIMIPIB CENE3IHKN Ta NeYiHKM, aHeMin,
TpombounToneHis. Bcim iM Ha niacTaei xapak-
TEPHOT KNIHIYHO! KAPTHHM Tad HAXBHOCTI KJIITHMH
[owe B acnipaTax KICTKOBOIO MO3KY NONEPENHbO
Gya0 BHCTARNEHO NiarHoa «xpopoba [oiwes.

Ina ocTaToMHOTO NIATBePAXKEeHHS DiarHo3y ui
nauienTH 6yaM HanpasaeHi no nabopaTopii me-
JII-‘I‘J.HGT MHETHEH MEOHKO-TEHETHYHOIO UEHT-
py YACH «OXMATIMT» nna GioxiMidnoro
BU3HA4YEHHA P-r10K03MIa3HOT AKTHBHOCTI
NeHKOUMTIB,

Paniwe HaMu Oyno BCTAHOBNEHO HOPMANEHI
MOKAIHUKK [-r1oKosuiasHol aKTHBHOCTI neii-
KOLMTIB 1A YKPaiHCBKOT MONyAsiil, wo ckiana
7.2 £ 2,1 umons/ron/mr 6iika, ToBTO HHXKHE rpa-
HHYHE 3HAYEHHA HOPMATEHOT akTHeHOCT] (M-3o)
CcTaHOBHTE 5,1 HMone/ron/mr Ginka [15].

bBioximivHe nocnimxeHHs [B-r1oKoInIa3zHOl aK-
THBHOCTI NelkounTis nepudepuyrol Kposi Bus-
BHIO IHHACHHA pieHA depMeHTaTHBHO! aKTHE-
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HOCTI ¥ BCIX NALEHTIE FPYNK MOWYKY BLUINOBLIHO
4O HOpMAIBHHX NOKAIHHKIB.

3a pesynbraTamu, npeacrasieHumu B Tabn. 1,
BMIHO, WO HaiHWA4Ya P-roKosniasHa akTHE-
HICTBL B rpyni NauieHTiB 3 BCTAHOBACHHM JiarHo-
oM XI cknanana 0,2 HMonb/Ton/Mr BLIKa, a Hai-
puia — 6,2 umons,/ron/mr Ginka. Axuio BrakaTH
34 HHXHE I!']JEIHH"-IHE JHAYMEHHA HD].')ME."IT:HGT ak-
THBHOCTI epmenTa 5,1 Hmoab/roa/mr Binka (M-
3og), To giarnos XI mir 6yt BcTaHOBASHHIT THILE
¥ BHNALKAX, KOJH AKTHBHICTL (epmenTa He ne-
pesuutysana 5,0 Hmons/roa/mr Hinka.

Cepen obcTexeHoi rpynu ¥ 22 navieHTis riw-
KOUEpedpoIMIaIHA AKTHRHICTE Gy1a MeHILon 13
5,0 Hmone/ron/mMr Ginka. Bpaxosyioum ue, a ta-
KO# HaasHicTe k1iTHH lowe Ta THNOBOT KNiHIY-
HOI KapTHHH 3aXBOPHOBAHHA, UMM ocobam Gyno
niATBepLKeHo diardos X1

IHTEepNpeTauin pelyabTaTis, WO IHAXOAATLCH
Ha MEJI".i HOPMANLHHX JHAYEHB AKTHBHOCTI FITHIKD-
uepebpoInaaIM, TOGTO MK HUKHIM IHAYCHHAM
HOPMaNbHOI akTHBHOCTI (5,1 HMOL/Toa/Mr Biaka)
TA CEPEAHIM 3HAYCHHAM HOPMAILHOI AKTHBHOCTI
(7,2 umons/roa/Mr Ginka), 10CHTE YCKNANHEHA,
0CcOBAMBO B pa3i HASBHOCTI THIOBUX KITIHIYHHX 03-
HAK AXBOPHBAHHA ¥ Takux ocib, B nochiusenii
Py NOWYKY 31HIUKOBY [MIoKoUepedpoIniaiHy
AKTHBHICTE, AKa NepesiuLysana 5,1 umons/ron/mr
Ginka, sanm tpu nauientd (B.B., 3.A. 1a 1.C.),
Hasoanmo knidivHi BHnaikm,

Mawicwm B.B., 1986 p.u., icropia xsopoGu
No 20718, HanpasneHuil 10 MEQHKO-TEHETHYHOIO
LeHTPY 3 nino3po Ha XTI Mpu krikivnomy ornami
JAIHAYEHD BHPE.}I(EHi OIHAKH FenaTocnigHoMera-
Nii, TpoMBoUHTONEHID, aHeMiw. [Nepwi o3naku
3AXBOPIOBAHHA MPOABWIKCH B 6 Mic naHuuTone-
Hiew. lNoctynoso 36iibWYBAAKMCE poOIMIpH Ce-
nesinkun. B acnipatax kicTkoBOro Mo3ky He Gvio
3HaiaeHo cneundivHuX 15 UBOTo 3aXBOPI0BAH-
HA KNiTHH Towe. B 3 pokis byna npoeeneHa cnieH-
EKTOMIS | TUIBKH Ha TiCTOJNOTNYHUX npenaparax
cenediHkM 3HaineHo Towe-nomidHi KAITHHH, Ak-
THBHICTE MKkouepebpo3naa3n v nauieHTa cra-
HoBHAa 6,2 HMOnE/Ton/Mr BIKa, Wo BlANoBLIAN0
HOPMATBHHM 3HAYEHHAM.

[Tayienm 3.A., 1993 p.u., icTopia XBopobH
No 21008. HanpasneHHi 10 MEIHKO-TeHeTHYHO-
ro ueHtpy 3 nonepegdim miardozom X[ o 5
POKIB pic Ta po3BMBaBcH HopMmaneHo. 3 5 pokis
Bi13HAYANOCE WBHIKE 30UIbIIEHHA POIMIpIB ce-
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Tabanwua 1

B-Tiwxo3niazna aKTHBHICTS AeiikounTin
nepudepunol Kposi ¥ nanicuTis 3 xpopodow Towe

(- Muokoammaima
MamenT Bik, pokn -HIRI'I«IHE-IIH.:II:, :
HMOI 1O, I

Bimka
.l 10 %
H.T. 13 2l
C.M. ] 34
A, 9 29
B.B. 13 6.2
M.B. 3 (L9
PB. k| 0.2
H.A. 27 1.5
M. f 2.9
M. M. 14 1.1
J.1. 10 1.58
B.J. 13 1.5
3A, 9 3,6
K.H. 10 2.1
P 18 42
b.K. 10 2.6
Mn.p 3 1.6
M.C. 12 4,2
o.T. 3l |
K. 24 2.6
B.1. 21 1.8
n.c. 10 5.5
M.0O. 33 L7
K.0. 33 217
0.A 16 1.2

NE3iHKH, TOoi X B acniparax KiCTKOBOTO MO3KY
fyno 3xaiineno fowe-nonioHi knitnuu. B 6 pokis
MALIEHTY MPOBENH CIUIEHEKTOMIK B 3BM3KY 3
nporpecyyolr naHuutonedico. B 7 pokie y
NAIEHTA BHABIEHD OCTEOMIENIT NIBOrO Ta NpaBo-
ro CTEroH i MPOBEAEHO ONEPaTHBHE BTPYHaHHSA.
[Npyu knivivHOMy OrasAgi B 9 pokiB nauieHT mas
TPOMBOLMTONEHIK, AHEMIID CepeiHBOl THAKOCTI,
BHpAXEHY 3aTPUMKY QizHYHOTO POIBMTKY, rena-
Tomeranito. [pu BioxiMivHOMY BU3IHAYEHH] TTHO-
kouepedpo3naaIHa aKkTHBHICTE NeAKoUuMTiE na-
uienta 3.A. cranosuna 5,6 Hmone/ron/mr Ginka,
L0 TAKOXK BIANOBIAANO HOPMAIBHHUM IHAYCHHAM.

Hawienm [1.C.,1992 p.H., icTOpisi XBOPOOH
Ne 208 14, HanpapaeHuit 10 MEAMKO-TeHETHYHOTO
LUeHTPY 3 nonepeaxim giarnosom XI. 3 voTHpeox
POKIB MAUIEHT MAB O3HAKM MAHLMTONEHIT, rena-
TocreHomeraniio. Y siui 6 pokis B acmipatax
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Pue. 1. XiTompiosmiaida akTHBHICTE NAdIMKn KpoBi na-
[ieHTIR 3 XI° Ta anopoRHY IOHODIA

Tabawua 2
hinximiune obcrexenns nawientis B.B., 3.4, ma [1.C.

B- Moo 1aiHa
AKTHRHICTh KJ'I'{“I'I‘i{!I'!IL'LE'I-HEl
10 FOMOTEHATY AKTHEHICTh
Mpoban e HKOLNTIA, TLIA3IMH Kposi,
HMO LS TO sl HMOUL/ TOM, M0
finka
B.BE. 6.2 27404
3.A. 3.6 73l6
nc. 5.5 33

KICTKOROTO MO3KY Oyno 3vailaeHo Towe-noaiGui
KAITHHA. [ioKouepebpoanIaszHa aKTHBHICTL ek -
KOUMTIB cTAHOBKUAA 5.5 HMONL/Toa,/Mr Binka, wo
TEH ZHAXOUWIOCE ¥ MEKAX HOPMAIBEHHX 3HAYECHD,

TakuM YHHOM, 10CHTh BUCOKA ITIOKOLEpedpo-
IMAAIHA AKTHBHICTE B roMoreHari Aciikoumtis
CTARWIA N1 CYMHIB HasBHIcTL XI' ¥ IMX TprOX na-
WIEHTIB, NPOTe THNIOBA KIIHIYHA KAPTHHA T Ha-
apHicTs [owe-nonibHUx KAITHH He N03BONATH
OCTATOYHO 3HATH LEH TiarHos.

HerinnopiaHicTE OTPUMAHHX 3HAYEHE TIHKO-
uepefpo3HaaIHOl AKTHBHOCTI Ta TaHHX KITHIMHO-
ro i MmopdonorivHoro obeTeXeHHA CNOHYKANA HAC
10 BHBYEHHA THIIHX DIOXIMIMHHX TIArHOCTHYHHX
MapkepiB 1A ninTeepaxenHa niartnosy X

3 uiew meTow Hamu Gyn0 NPOBEIEHO BU3HA-
YeHHA XITOTPIO3MIA3HOI AKTHBHOCTI NITA3MH Kpo-
Bi B asox rpynax oci6. Jo nepwoi rpynu yesiftuuin
MALIEHTH 3i BCTAHOBRACHWM Aiardozom XTI, B-rmo-
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KOIMAA3HA AKTHBHICTL AKHX CTAHOBMIA MEHL
Hixk 3,1 HMonk/ron/Mr binka, Ipyry rpymy ckna-
JIM 3M0POBI AOHOPH 3 PI3HHX perioHie YKpaiHu,
AKI 10DPOBINBHO GPATH YHACTE ¥ A0CTIIHEHHAX.

Auaniavioun miarpamy JorapupmivHoro pos-
Noaiy XiToTpioInaa3Hoi AKTHBHOCTI, NPeacTanne-
HY Ha pMc. 1, BaunmMo, Wo MexI XITOTpio3H1a3Hol
AKTHBEHOCT ¥ nawieHTie 3 XI icToTHO BiApi3H-
IOThCA Bil PIBHA AKTHBHOCTI B KOHTPOILHOMY
marepiani. Kpim toro, AingHKN 3HaY¢HHA LULOTO
MOKAIHWKA V IBON OOCTEXKEHUX HAMUK IPYNax Bia-
Tl HE NEPEeKPHBATLCH, WO 3HAYHO NONSrye
IHTEPNPETALLIID Pe3VILTATIB NOCHIIKEHHA,

HopMmaibHi 3HaueHHA XITOTPIOIMIAIHOT aK-
THRHOCTI NIA3MH KPORI 3HAXOAATECH B MEXAaX Bijl
() no 150 umonb/ron/ma iasmu [10). Cain saszua-
YUTH, 1D BUIHAYCHHA XiTOTPIOIMAAIHOI aKTHE-
HOCTI MOME BUCTYNATH TUILKH SK J1OTIOMIXKHHN
KpuTepii miardocTuku XTI, ToMy 1o 36i0beHHA
LUBOTO MOKAIHHED IVCTPIYACTHCH TAKOK NPH IHILIMX
naroaoritHux cradax | 12]. Ane tiiskun npu XI ak-
THBHICTE XITOTPIO3HAAIM 30UIBILYETLCA B COTHI, a
iHomi B Tica4i pasie |10, 11]. Tauienram B.B.,
3.4 1a [1.C., wo Maiv 10CHTE BUCOKY 3ATHILIKD-
BY FAIOKOLEpedpoINAaiHy aKTHUBHICTL Ta THMORBI
KIiHiuHi | mopdgonoriudi oanaku XT, Byno npose-
NEHO BUIHAMEHHH XITOTPIOIHAAZHOI AKTHBHOCTI
naasmu Kpoei (Tada. 2).

[Mpy NopiBHAHHI OTPUMAHKMX PEIYALTATIB 3HA-
YCHb XiTOTPIOIMAAIHOI AKTHRHOCTI Dyno 3pobae-
HO BUCHOBOK, 110y apox nawicutis (B.B. ta 3.A.)
i3 JHAMHHM NUBMILEHHAM HOPMATLHHUN 3HAYEHD
Ha NACTABI KOMIIEKCY KJHIMHUX, Mopdonoriv-
HHUXY TA DIOXIMIMHMY A0CNIAKEHE MOXHA BCTAHO-
guru aiarnoz X1 Y navicwra IN.C. xitorpioinnas-
Ha AKTMBHICTh 30Epiranack B MeXax HOPMATbHHX
FHAYEHB, IO HE JO3BOAWAD MUITBEPANTH MiarHod
Xl Takum uMHOM, BU3HAYEHHA XiTOTPIO3MIA3HOT
AKTHBHOCTI JONMOMOIIO YHHEHYTH XMOHOMO3M-
TuBHoro miarnody X1 nauientosi [1.C, neapaxa-
I04H HA KTIHIYHI Ta Moponoriydi ocobaHBOCTi,

Xova xpopoba [owe | BLIHOCHTRCA 10 piakic-
HHMX CHMANKOBMX 3AXBOPIOBAHb, ANE € NOCHTb TI0-
IUPeHOW cepen MeTaboniuyHuy xeropob [16]. Edex-
THBHE NIKYBAHHA WIET NAaTOAOrl Mae BHCOKY
BAPTICTH, TOMY XHOHOMO3HTHBHI PE3YILTATH diar-
HOCTHKH XI MOXYTE BHKIHKATH HEBHNPARIAHI
thinaHcoBl BUTpaTH, Toai AK XHOHOHETaTHBHI
NPUBELYTH A0 HEIBOPOTHHX HACHOKIB. KiTHHM
lowre, AKi € XapaKTepHOW MOPQOIOriYHOI0 03Ha-
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] Moxcansicms nidsumenna moynocmi Gioxiaivnor digzrocmiru xeopotiu Towe

Kow XTI, MOXHA BHABMTH B acniparax KicTKDBOIO
MO3KY ab0 BUKITIOYHO B TKAHHHI CENE3IHKH, NpOTE
MOaiOHI KNITHHH BUABISKIOTL | MPH IHWKX NaTo-
noridHMX cradax opradismy [4, 10). Henocrartua
rAoKoLepebpo3MIa3HA AKTHBHICTE TOMOreHarTy
JIEAKOUMTIB BKAIYE HA HAABHICTb 3aXBOPHOBAHHA,
A1 KOMH BOHA MAE 10CHTE BUCOKY 3ATHILIKOBY AK-
THBHICTE, IHTEPMPETALIA PEIVALTATIE YCKIAAHEHA,
Tomy aiarnocTuka NopHHHa DAIYBATHCH HA NEBHO-
MY AIMOPMTMI 3aCTOCYBAHHA PIi3HHX METORIB
JOCHLAKEHHA UTH NIATBEpEXeHHA Tiarvosy X1

Bucroskn. Heisaxawuu Ha TUNOBY KIIHIMHY
KAPTHHY Ta BUABIEHHA K1iTHH Towe, BloxiMiuui
BHIHAYSHHA FokouepebpoInIaiiol akTHRHOCTI
HE B VCIX BUNALKAX A03BOHIOTL OCTATOMHO [LITBC-
puxyeate giarHos X[ docnimxeHHa pieHa xiTo-
TPIO3MAAHOT AKTHBHOCTI MAAIMKM KPOBI BUCTYNAE
S AONOMIKHUWIE KpuTepiil BioxiMiuHOT niarHOCTH-
K XIL TilbKM KOMIUIEKCHA OLIHKA BCIX MeToniB
MATHOCTHKM I0OMOMATAE CTIELIATICTAM OCTATOUHO
BCTAHOBWTH fdiardos XI ta npuiimari pluienns
Npo npoBeieHHs hepMeHT-3aMicHol Tepanii.

Potomy euxonano & aabopamopii Medusiol 2ene-
muwu MO YACT «OXMATAHT:, axpedumosanol
MQO3 Vepainwu na npaeo nposedenns aumiposans v
cipepi oxoponu 3doposn. Pofioma saxuuena namen-
maom na eunaxid e Yepaini No 637434, dama sudayi
15.00.2004 p.

Asmopuy sucToS OIS WHPY NOdAKY ECiM 1iKa-
pam Meduro-2enemunniozo ma Oniozemamono2ivio-
20 WeHmpis 3a 0o 53no wadanul mamepian Kainiy-
HEx ma Mopghoaoeiviux docaidycetn.

SUMMARY. Estimation of chitotriosidase actvity is
proposed for final diagnostics of Gaucher disease. Using
this method the diagnosis has not been confirmed in one
patient of 25 ones with this preliminary diagnosis. The
problems of complex diagnostics of Gaocher disease are
discussed.

PEIFOME. ng oxoHYaTENRHOTD MOUATBEPAIEHHA 11 -
ardoda Goneads [ome npeanaraeTcd WCCIENDBAHHE XH-
TOTPHOIHAAIHONA akTHEHOCTE. M3 25 mauMeHTOR, KOTO-
pPhiM NPelBapHTENBHO BB NOCTABICH AHArHOS «0ONE3Hb
lowes nyTeM oNpereneHins FTOr0 NOKAJATEN, ¥ 00HOr
MAUHMEHTE OHACHOI HE noarsepinica. ObcyxaawTes
npoGaeMsl KOMILIEKEHOH AlarHOCTHEHR NPH OKOHYATE h-
HOM YCTAHOBRIECHHW OHATHO34A,
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