H. B. Oavxosuy ma in. Kuiniko-nabopatopui nokasuuku edexkrusrocti hepmenrosamictoi Teparii 95

24. Tock L., Damaso A. R., de Piano A. et al. Longerm effects of metformin and lifestyle modification
on non-alcoholic Fatty lives disease obese adolescent // J. Obes. — 2010. pii: 831901.

25. Young L. H., Wackers F.J. T., Chyun D. A. et al. Cardiac Outcomes After Screening for Asymptom-
atic Coronary Artery Disease in Patients with Type 2 Diabetes: The DIAD Study: A Random-
ized Controlled Trial // JAMA. — 2009. — Vol. 301,N 15. — P. 1547—1555.

EQEKTUBHICTb MET@OPMIHY SIK TOYATKOBOT IIYKPO3HWKYBAJIbHOT TEPATIIT
Y XBOPUX HA IIIEMIYHY XBOPObBY CEPIIA
TA IIYKPOBUIA JIABET THUITY 2

A. B. Jlaspenxo, JI. O. Kyuyenxo, 1. JI. Conoxina, M. C. Pacin, 1. I1. Kaiidawes (IlontaBa)

3acrocyBanus MeTGOPMiHY MPoTsaroM 1 Mic JTiKyBaHHSI y XBOPUX Ha ilIeMiqHy XBOPOOY cepiis
(IXC) i uykposuit giaber (II/]) Ty 2 NPUBOAUTH A0 3HUKEHHS IHCYJIHOPE3MCTEHTHOCTI Ta
3MEHIIEeHHST aKTUBHOCTI CHCTEMHOTO 3anajeHus (JocToBipHe 3HmKenHs KounenTpaitii [JI-1f, IJ1-6
ta @HO-0). 3MeHIIeHHsI AKTUBHOCTI CUCTEMHOTO 3allajleHHsI II03UTUBHO BILIuBae Ha tepebir IXC
(nmocroBipHe 3HUKEHHST (DYHKIIOHATBHOTO Kiacy cTabinbHoi crernokapii). [Ipu npomy L[ tumny 2
€ IOCTATHBO yCHINHO MoauMpikoBanuM (aktopoMm pusuky npu [XC 3a ymoBH #OTO afieKBaTHOTO
KOHTPOJIIO.

Kiouogi cioBa: MeTabosiuyHuil CUHAPOM, ilieMiuHa XBopoba cepiis, iHCYIIHOPE3UCTEHTHICTD,
MeThOopMiH, IyKpoBHil giabeT THIy 2.

EFFICACY OF METFORMIN AS INITIAL THERAPY
IN PATIENTS WITH CORONARY ARTERY DISEASE
AND DIABETES TYPE 2

A.V. Lavrenko, L.A. Kutsenko, I.L. Solokhina, M.S. Racin, I.P. Kaidashev (Poltava)

The use of metformin during the first month of treatment of patients with coronary artery disease
and diabetes type 2 led to the decrease of insulin resistance and reduced activity of systemic
inflammation (significant decrease in the concentrations of IL-1, IL-6, IL-8 and TNF-alpha). Reduced
activity of systemic inflammation had a beneficial effect on the course of coronary artery disease
(significant decrease in the functional class of stable angina). Type 2 diabetes appears to be quite
successfully modifiable risk factor for coronary artery disease by the adequate controls.

Key words: metabolic syndrome, coronary artery disease, metformin, insulin resistance, dibetes
type 2.
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KJITHIKO-JIABOPATOPHI IIOKASHUKU E®@EKTHUBHOCTI
®EPMEHTO3AMICHOI TEPAIIII XBOPOBH TI'OIIIE B YKPATHI

Ilentp MeTaboIIYHUX 3aXBOPIOBaHD, BiAAieH s eaiaTpii HaionaabHol guTadoi cremianizoBanol
gikapHi «OXMaTauTy, BiJjiiJl TeHETUYHOI iarHOCTUKU [HCTUTYTY TeHeTHUYHOI Ta pereHepaTuBHOI
meauiman AMH Yipainn <nolhovich@gmail.com>

Ha nidcmasi danux kainiunozo i 1a60pamopnozo MOHIMOPpYeanis nposedeno anaiis ehexmus-
nocmi nikysanns 17 xeopux 3 xeopotoro Towe (XI'), saxi ompumyeanu (pepmenmosamicuy me-
panito npomsizom 2 poxis i 6invuie. Pezyaapui ingysii pexombinanmuoi zmoxouepebposudasu
SHUNCYBANU NPOSBU 2eNAOCNACHOMEZANIT Ma NAHUUMONenil, smenuysaiu Oitb 6 Kicmxax ma
Kicmxo6i kpusu y Ginvuwocmi xeopux na XI' I muny, wo npueoouno 0o 3Haunozo NOKPausaHs
camonouymmsi i niosuwenns axocmi jcumms xeopux. Epexmuenicmo nixysanns 3aiexcaia
610 pezynsiprocmi 66edenns npenapamy, 1020 003u ma 6i0 Cmynens MiNCKOCmi 3axeopio-
sanns. IlIpaxmuuno ne niddasanuco Kopexyii ypaxcenms Kicmok y 00pociux X60pux i Heepo-
J02IUHT NOpYuLenILs, wo niomeepoicye neobxionicmv pannvozo nikysanns 00 Gopmyeanis
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He360POMHUX 3MIHL Y UUX Opzanax i cucmemax. Akmuenicms ximompiozudasu y niasmi Kpogi
€ KOMNAEKCHUM Ma HatObw iHpOpMamueHum 1ab0pamopHum NOKASHUKOM, o 8i0o6pacae
axmusnicmv namoioziunozo npoyecy npu XI, momy came 1020 neobXiono UKOPUCOBYEAMU
ons oyinxu epexmuenocmi nikyeanns XI' 3 memoio xopekyii 0osu npenapamy pexombinanm-
HOL 210K0Uepebpo3uUdasu.

Kurouosi ciosa: xopoba Tome, pekombGinanTHa Taokonepedposngasa, pepMenTo3amicHa
Teparmis.

3a ocranHi Tpu gecaTupivus dpepmenTosamicHa teparis (D3T) mizocoMHnX XBOPoO
HAKOIMYEHHS MPOKIIJIA MUJISX Bil TECOPETUYHUX PO3POOOK 10 MPAKTUIHOTO BTIICHHS
y MeIUUYHy MPaKTUKY 3 BUCOKOIO KJIiHiYHOIO edekTuBHicTIO. Ileil ycmix rpyHTyeThCS
Ha po3yMiHHI GiOXIMIYHUX TIEPETBOPEHD, MO BiAOYBAOTHCS B Ji30coMax, — GioreHesi
caMUX OpTaHeJ, I03piBaHHi, COPTUHTY Ta 3/[iIHCHEHHI TiPOMTHYHNX (DYHKITIN J1i30COM-
HIX (DEepPMEHTIB, a TaKOX TATOJIOTIi, III0 BUHWKAE BHACJI/IOK TTOPYIIEHHS TOTO YU iH-
moro eramy nux mporecis. Haiibinpuioro yemixy mocsruyTto y BrpoBamkerai M3T
xBopob6u Tomre (XT).

XT' — cmagkoBe ayTOCOMHO-PeIleCUBHE 3aXBOPIOBAHHS, CIIPUYNHEHE TIOPYIIEHHIM
dbyHKIIIT 0HOTO 3 Ji30cOMHUX (hepMeHTIB — TUoKoIepebposumasu [5]. HexocrarHst
AKTUBHICTD 1IbOTO (hePMEHTY MPU3BOAUTD /10 HAKOMMYEHHS TJIOKO3UJIIIePaMily B KJli-
THHAX OpraHiamy, 0coOJIMBO y BicllepaJbHUX Makpodarax.

Buninstors Tpu tunu XI: I — Henelipononatuunuii; IT — roctpuii HelipoHonaTHy-
uuif; [1I — xponiunuit HefipoHonmatnunuii. Bei Tpu TN MaHidecTyIOTh TernaTocriie-
HOMeTaJi€l0 3 HAKOMUYEHHAM TJIKO3UITepaMily y Makpodarax Mmedinku, cele3inKu,
JiMdaTIIHOT TKAHWHN Ta KiCTKOBOTO MO3KY [15].

Haii6inpmr nomupenwii I tun XTI, 1110 XapakTepr3y€eThCst IPOrpecyiounm mnepedirom
6e3 HeBPOJIOTIUHUX ropyIieHb. OCHOBHOIO KiIiHIYHOI 03HaKo0 XI' 1 Tuity € 36ibIeHHst
MapeHXIMATO3HUX OPTaHiB, EPEBAKHO CeJe3iHKU. TaKKICTh KIIHIYHUX MPOSIBIB Ta BIK
MOYaTKy 3aXBOPIOBAHHS MIMPOKO BapPifOIOTh BiJl MPAKTUUYHO ACUMIITOMATUYHUX BUTIA/IKIB
JI0 TSKKUX 1HBAJIIAN3YIOUMX CTAHIB, IPU SIKUX BTOPUHHI TeéMaTOJIOTIYHI Ta KiCTKOBI 3MiHU
IIPU3BOSTH /10 BUCOKOI YaCTOTU YCKJIA/[HEeHb, & HEPIJKO 1 0 CMepTi XBOPUX.

XT IT Ta III TumiB, KpiM BiciiepaJbHUX IMOPYIIEHDb, CYTPOBO/KYIOTHCA YPAKEHHIM
HepBoBOi cuctemu [15]. I Tum xapakTepusy€eThCss HAUTSIKUYMMU [IPOSIBAMU: CEPEeIHIl
BiK TIOYATKY 3aXBOPIOBAHHS — Bijl 3 10 5 Mic; HEPBOBI MOPYIIEHHST IPUETHYIOTHCS BiKe
y 6 Mic; XxBopoba, SIK PABUJIO, MIBUAKO MPOTPECYE, IO MPU3BOAUTD 0 CMEPTi y paH-
HbOMY AuTsTyoMy Bitti. OcobuBicTs kainiunux mpossis 11 Tumy XT mossrae B Tomy,
1[0 3MiHM BHYTPIIIHIX OpraHiB (CrieHOMerais, HesHauHe 301/IbIIeHHsT TIeYiHKN) 3Ha-
YHO BHUIEPEKAIOTH 32 TEPMIHOM HEBPOJIOTIYHI MOPYIIEHHS: CIIJIEeHOMerastist Ta 3017b-
IIEHHS TIeYiHKN MaHi(ecTyoTh B/l HAPOIKEHHsT a00 B MEPIi MIiCsI[i Y1 POKU JKUTTS,
a HEeBPOJIOTIYHI CUMIITOMY MPUEAHYIOTCS, SIK TIPABUJIO, ¥ Billi 6—15 pokis.

BrpoBapkenns y kiniuny npaktuky MO3T pagnkanbio 3MiHUIO TIPUPOHUI TTe-
pebir XT i 3HaUHO MOKPAIIIIIO SAKICTh JKUTTS XBOpHUX. TeopernunuM miarpyursm O3T
XT € Toii cakr, 1110 OCHOBHUMU KJIITHHAMHU-MIIIEHAMU MATOJOTIYHOTO HAKOMUYEHHS €
Makpodaru, Ha IIasMaTudHiil MemMOpani akux icuye crenudiuHuil MAaHO3HUI PeIenTop
[4, 8, 10]. PexombinanTHa TaioKoiepebposniasa, SKy BBOAATh BHYTPIilIHbOBEHHO,
3B’A3yI0UNCHh 3 MAHO3HUM PEIENTOPOM Makpodary, MaAgXoM eHI0IUTO3Y HAAXOINUTD 710
Ji30coMM, B sIKiii 3a0e3medye ajeKBaTHUI Mpollec Aerpajaliil rrokosuaiepaminy. €uam-
HUM OOMEKEHHSIM I[bOTO TEPATIEBTUYHOTO TTi/IXOY € HEMOKJIUBICTD TPOHUKHEHHS €K-
30reHHOTO (hEPMEHTY KPi3b reMaTo-eHiedaaiqnuii 6ap’ep, 1Mo YHEMOKIUBIIOE KOPEK-
Iif0 HEBPOJIOTIYHUX MOPYIIEeHb, BUKINKAHUX MATOJOTIUHUM MIPOIECOM HAKONIMYEeHHS Y
ITHC. Tomy came I (Henetipononatuunuii) Tun XI' cTaB mepuinuM 3aXBOPIOBAHHAM, IS
SIKOTO po3pobuin Ta ycrminiHo 3actocoByiorh M3T. Edexkrupra M3 T 115010 3aXBOpIo-
BaHHs CTajla MO3UTUBHUM IIOMITOBXOM /10 aKTUBHUX TEPANEeBTHYHUX PO3POOOK s
IHIIKUX JII30COMHUX 3aXBOPIOBaHb.

Huni na o6siky y Ilentpi merabosiunux 3axsoptoBaib H/ICJI «OxmatanT» 3Ha-
X0ZATbed 45 xBopux Ha X[, 17 3 HUX OTPUMYIOTh (DEPMEHTO3AMICHY TEPAIiIo PEKOM-
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6inaHTHOIO ritoKotepebposumaszoro (Llepesnm®, Bupobuuirrso Iskensaiiv, CIIIA) npo-
TATOM 2 POKiB Ta OiJblire.

Mertoio po6oTu 6yB aHasli3 e(heKTUBHOCTI JIKYBaHHS XBOPHX, s1Ki oTprMytoTh D 3T,
Ha TiACTaBl TaHUX KJIIHIYHOTO 1 JJabOPaTOPHOTO MOHITOPYBAHHSI.

Marepianau i MmeToau. MarepiajoM gociKeHHst Oyau KiHidHI Ta JabopaTopHi
JaHi MOHITOPUHTOBOTO crioctepeskents 3a 17 xsopumu na XI, aki orpumysaaun O3T
npoTsirom 2 pokis Ta Gisbine. Cepen Hux Oyso 7 mgiteit (6—17 pokis) ta 10 mopociux
(18—-37 pokiB) 3 pi3HUX PErioHIB YKpaiHu.

Nuaruosz XTI BciM xBopuM OyJI0 BCTAHOBJIEHO Ha MiJCTaBi KJIIHIYHUX (remaTo-
cIieHoMeraJis ), mabopaTopaux (maHuuToneHis) ta Mopdoaorivnux (kaitunu lomre
B IIYHKTATi KICTKOBOTO MO3KY) JaHUX. Y BCIX BUIAAKaX MPOBOAMJIN Bepudikailiro
AiarHo3y Gi0XiMiYHMM METO/IOM 3a 3HIKEHOIO aKTUBHICTIO IJTIOKOIepeOpo3uia3u B
JeHKoIUTaX. AKTUBHICTD TJIIOKOLEepeOpo3uaasy B JIeHKOUTaX BUsHAYaIn (PJII00pPo-
METPUYHUM METOIOM 3 BAKOPUCTAHHSIM CHHTETUYIHOTO cyOcTpary 4-MeTnaymoesihepu-
B-D-rarokonipanosumy [17]. Bcim XBopuM IpoBeleHO MOJEKYISIPHO-TeHETUYHE J10-
CHIIKeHHs AJis1 BUABJEHHS MyTainiil B redi GBA, mo cupuunHUIN PO3BUTOK
xBopobOu. [lerexitito maskopaux myrailii N370S ta L444P mpoBoanan 3 BAKOPHUCTAH-
HSIM MeTONy MmojiiMopdi3zMy JOBKUHU pecTpukiliiinux dparmentis [7]. JleranbHo
posnozin Mmaxkopaux myraiiii B reri GBA y xBopux #Ha X[ 3 Ykpainu onucaHo HaMu
panimre [2].

CrymiHb TSKKOCTI XBOPOOU BU3HAYAJM 3T1HO 3 iHgekcoM TskkocTi (SST), sanpo-
nmonoBanuM A. Zimran Ta cnuisanT. [18]. Tun XTI Busnavyanm Ha mijcTaBi KOMILIEKCY
KJIIHIYHUX TaHUX 3 YPaXyBaHHIM ypa’keHHS HepBOBOI cucteMu. KiiHiuHe MOHITOPUH-
roBe 00CTEKEHHsI XBOPUX BKJIIOYAJIO JOCisKEeHHsST (DYHKIT Ta po3Mipy MediHKu i ce-
JIe31HKHU, HASIBHICTH CUMITOMIB YpaskeHHsI KiCTKOBOI Ta HepBOBOI cucreM [6], mabopa-
TOpHE MOHITOPMHTOBE JOCTI/IXKEHHS — TeMaTOoJIOTIuHI TeCTU Ta BU3HAYEHHS aKTHUB-
HOCTI XiTOTPio3u/1a3u B TJIa3Mi KPOBi. AKTUBHICTh XIiTOTPiO3U/1a3u B IJIa3Mi KPOBI
BU3HAYAIH (BJIFOOPOMETPUYHUM METOJOM 3 BUKOPUCTAHHSIM CUHTETHYHOTO CyOCTpary
4-metunymbemipepua-p-D-N" )N N -rpianernaxitorpiosumy [1].

PesyabraTu Ta ix 06roBopenHs. OCHOBHUMHU OpraHaAMU-MIIIEHSIMHU, SIKi YITKOJIKY -
I0ThCsI BHACJI/IOK TTaTOJIOTIYHOTO TPOIleCy HAKOMMUYEHHs Iirokoiepebposumy mpu XI,
€ TICUiHKa, ceJe3iHKa, KiICTKOBUN MO30K Ta ckesieT. Came Ha OKpalaHHg (PyHKIIOHY-
BAHHS IIMX OPTraHiB i CIpsIMOBaHA Tepamisd. 3 I[i€f0 METOI0 MU BUKOPUCTOBYBAJIU pe-
KoMmOiHaHTHY ruokonepeOposuaasy (Ilepesnm®), axy BBOAMIN BHYTPIIIHHOBEHHO Kpa-
nesbHO (TIpoTsiroM 2 Toxa) B 103i 30—60 ox./xr 1 pa3 Ha 2 THXK.

VY rtab6a. 1 naseneno gani xsopux Ha XI, aki orpumysaiu M3T Ginbine 2 pokis.
Cepeaniii Bik, B akoMy 0yJI0 BCTAaHOBJIEHO JiarHos, cranoBus 11 pokis (3—34 pokn).
CepenHe 3HAYEHHS TIUIIOKOIepebpo3uaasHol aKTUBHOCTI y rOMOreHarti JeHKOIUTIB
Oysi0 3uuxkeno 10 (2,7 £ 1,4) umonb/(rox - Ha 1 mr 6ika); pedpepeHTHE 3HAYEHHSA —
(7,2 £ 2,1) nmonb/(rox - Ha 1 mr Ginka). Y 16 xsopux Bcranosaeno I tun XI. He-
BPOJIOTiYHI TopymieHHs crocTtepiranuck y 1 xsoporo (M.C.) y Burisiii rinepkineTuy-
HOTO CUHPOMY 3 0(TaIbMOILIETI€I0, 110 00YMOBHJIO BCTaHOBJIEHHS Y Hboro 111 Tumy
XT. Ingekc Tsxkocti saxpopioBantst (SSI) go mouarky M 3T He 3amekan Big samuii-
KOBOI aKTHBHOCTI TJIIOKOLepeOpo3nIas3n Ta FeHOTHUILY XBOpUX. Takoxk OyJio BigmiueHo,
mo ingexc SSI, akTUBHICTD TJIIOKOIEpeOpo3KJa3y Ta XiToTpio3ugasu B 0cib 3 oxHa-
KOBHMM TeHOTHUTIOM 3Ha4yHOo BapitoBaiu (xBopi K. B., H. ., b. JI. ta C. M.).

YV 6Ginbmocti xBopux (11 oci6) O6yna cepenns Ta jerka ¢popMa 3aXBOPIOBaHHSI Ha
momeHT rouatky 3T (SSI < 8). ¥ 5 xBopux o 3acrocyBartss D3 T BUKOHAHO CILJIEH-
exkTomiio (tabu. 2). Y Bcix xBopux i3 36epeskenoio cesnesinkoio (12 ocib) crmocrepi-
rajoch 3HUKEHHS PIBHA TeMOrao0iHy, TPOMOOIMTIB, a y XBOPUX IC/s CIJIEHEKTOMIT
BiziMiuaBcs Jieiiko- Ta TpoMOo1MTO3. TenaTocnieHoMerasis IK OIH 3 TEPHIUX Ta OCHO-
BHUX CUMITOMIB CIIOCTepirajach y BCiX XBopux. Y 7 xBopux OyJia nmoMipHa CILJIEHO-
MeraJjis, y 5 — 3HauHo BupakeHa. Ileuinka Oysa sHauno 36ijgbiiena y 14 xBopux, He-
3HauHo — y 3. ¥V 4 xBopux OyJM 03HAKKM MOpTaabHOI TimepTeHsii 3a gaHuMU
VJIBTPa3BYKOBOI /[IarHOCTUKH.
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Tabnuys 1. 3arajpHa XapaKTepUCTHKA XBOPHX Ha XBopoOy Toue, siki orpumyBaiu ¢pepMeHTO3aMiCHy Tepaliio

Tpusa-

JICTD
3T

A SSI

SSI na
MOMEHT

JOCJIi-
JOKEHHS

SSI no
oYaTKy
D3T

Crrenex-

TOMis

Tenorun

AKTUBHICTH
XiTOTpio3uasu,

HMOJIB/(TO: MJI

TLJIa3MU )
(N=0-150)

AKTUBHICTH
raokouepebpo-
3Ua3%, HMOJIb/
(rox - Mr Ginka)
(N=59-93)

Bik

D3T,
poKH

Bik Bcra-

HOBJIEHHA | TOYATKY

J1iarHosy,
poKH

Tun
XT

IITIIT | Cratp

o

IL./11.

4,5

N370S,/ N370S

25196
16 354
20 776
11 492

1,5

17
10
16
13
12
35
12
10
18
11
15

JKIH.

2,6 N370S/ N370S

JKiH.

11

L444P/ ?
N370S/ W184R

2,9
3,2

15
12

YJO0JI.

I. O.

4,5

JKIH.

L.

11

17
11

N370S/ ?
N370S/ L444P

7516
10 166

3,6

YqO0JI.

2,7
2,1

34
10
10

JKIH.

4,5

?/7
N370S/ L444P

7956
9061
19 448
18 034
26 520
10 078

JKIH.

3,3

SKIH.

K. B.

5,5
4,5
3,5

6
5
3

4,2 N370S/ L444P

YO0JI.

JI. P.
10 JI JL

11

N370S/ P178S
N370S/ Rec Nci I

1,58
1,1
2,4
4,2
3,5
1,2

JKIH.

12

q0JI.

M. M.

N370S,/ N370S
D409H/R120W /G202R

I
111

qOJI.

12 M. [l
13 M. C.
14 H. 4.
15 O.T.
16 C. M.

17 C. O.
? — myTauiit N370S a6o L444P B nanomy asiesii He BUSBJIEHO.

4,5
4,5
4,5
3,5

4
7
5

22

26

4552
26 520
19 890
29 614
10 829

13
29
16
18

11

YqO0JI.

13

N370S/ L444P

JKIH.

N370S,/ N370S

12
14

JKIH.

2,5 N370S/ N370S

JKiH.

N370S/ ?

3,9

SKIH.

Y 5 xBopux OyB
3HAYHO BUPaKEHUN
reMopariuHuii CcuH-
JIPOM, KIiCTKOBiI KpU3u
BigMmivanuchr y 6.
O3HakW acenTUIHOro
HEKPO3y Ta 1aToJI0Tiv-
HUX IIE€PeJIOMIB CIIO-
cTepirajuch y 2 XBO-
pux (3. A. ta H. d.).
Bisb B kicTKax Biami-
yaBcst y OiabImocTi
XBOPUX, Y 8 3 HUX BiH
XapaKTepu3yBaBCs SK
nepiojiuyHui, a 'y 4 —
XPOHIYHUHN BUpaxe-
uuit. Timpku y 2 xBO-
pux no nouarky 3T
He OyJI0 PEHTTeHOJI0-
TIYHUX O3HAK YpasKeH-
Hd KicTok (03HAK
ocreonoposy abo me-
dbopmanii). ¥ 80 %
XBOPUX /IO TIOYATKY JIi-
KyBaHHS Bi/iMiuajach
3aTpumMKa Gi3uuHOTO
possutky, y 100 %
criocTepirasach BUpa-
sKeHa cJ1abicTh Ta BTOM-
JIIOBAHICTh. Y KOJHO-
ro 3 06CTEKEHNX HAMU
XBOPHX He 6yJI0 BUSIB-
JIEHO ypasKeHHs Jiere-
HiB, HUPOK ab0 IHIINX
opraHiB. ¥ XBOpoOro
M. C. BuCOKU# iHIEKC
TSIKKOCTI OYB 06yMOB-
JIEHUHN ypakeHHAM
IHHC.

O6cTexkeni Hamu
XBOpi OTPUMYyBaJIu
DO3T B cepenraboMy
npoTaroMm 4,2 poxy
(Bim 2 nmo 6 poOKiB).
B pesyapbrari 3T in-
JIEKC TSIKKOCTi 3aXBO-
pIoBaHHS y GiIBIIOCTI
XBOPUX 3HU3UBCH B
cepenibomy Ha 4,8 Ga-
ga (3-11), mpu 1po-
My He BiIMiu€HO TIp4-
MOI 3aJIe’KHOCTI MiX
CTYIEHEM 3HUKEHHS
SSI i TpuBasicTio Ji-
KyBaHHsA. HaBiTh y
xBoporo M. /I., axuii



H. B. Oavxosuy ma in. Kuiniko-nabopatopui nokasuuku edexkrusrocti hepmenrosamictoi Teparii 99

onepxkyBaB M3T Behoro 2 poxu, AuHaMiKa 3MEHITEHHsT KITHIYHUX TPOSIBIB 3aXBOPIO-
BaHHs1 OyJia 3HauHOIO (SSI=5).

Tabnuys 2. XapaKTepUCTHKA OCHOBHUX KJIIHIYHHX NMPOsABiB XBopoOu Tome B 06CcTEKEHUX
XBOPHX (110 OYaTKy (hepPMEHTO3aMiCHOI Teparlii Ta Ha MOMEHT 0OCTEKEHHS )

KisnbkicTp BUazkin

TToKaAZHITK JI0 3araJIbHOI KiJIBKOCTI XBOPHUX
1o nouatky M3T | Ha MOMEHT 0OCTE/KEHHsI

Huromenis* 12/12 0/12
Crtenomerasnis**

Jierka 0/12 12/12

ToMipHa 7/12 0/12

3HaYHa 5/12 0/12
CrtenekToMmist 5/17 5/17
lenratromeramis™*

BiICyTHS 0/17 3/17

Jlerka 3/17 14/17

noMipHa 14/17 0/17
[Topranbua rineprensis 4/17 0/17
lemopariunuii cuugpom 5/17 0/17
Pentrenomnoriuni o3HakmM ypakeHHS KiCTOK

BificyTHI 2/17 2/17

HasiBHI 15/17 15/17
bBimp y kicTrkax

BijficyTHIN 3/17 17/17

JIETKUIi/TiepioguaHu it 10/17 0/17

XPOHITHNT 4/17 0/17
KictrkoBa xpusa 6/17 0/17
AcenTuuyHuii HeKPo3 ab0 NATOJIOTIYHI EPETIOMU 4/17 0/17
Ypaxennsa [THC 1/17 1/17
Ypakenus inmux oprauis (JiereHi, HAPKU TOIIO) 0/17 0/17
Bupaskena ciabicTh Ta BTOMJIIOBAHICTh 17/17 0/17

* YV XxBOpUX i3 36€PEKEHOI0 CeIe3iHKOIO.

** OpraHomerasiio OI[IHIOBAJIN 32 TAKUMM KPUTEPIIMU: Jierka — HUKHIM Kpail oprasa Bulle IyIKa; 1o-
MipHa — HUKHIN Kpail oprana Mix mynkom i pe6poM Kiay6oBoi KiCTKHM; 3HAUHA — OpTaH 3aiiMae mpocTip
HUKYe pebpa KiyboBoi KiCTKH.

Jlunamivre crioctepexxeHHs 3a XxBopumu mij yac nposegertss M3T mokazamo:

—  micast 4—6 BBemens Llepe3nmy® XBopi Ta ix 6GaThbKHU BiMiYaJIi MOKPAIaHHS 3arajib-
HOTO CaMOMOYyTTs1 (3MEHIEHHsT BiA4yTTs cabocTi i BTOMJIIOBAHOCTI) i TIeBHE
3MeHbIIeHHsT 00’eMY KUBOTA,

—  piBeHb reMoryI00iHyY MiABUILYBaBCs i cTabimisyBaBcst Ha HOpMaibHOMY ab0 6J13b-
KOMY JI0 HOPMU PiBHI TpoTsirom mepiux 6—12 mic teparii stk y XBopux i3 36epe-
JKeHOIo cene3dinkoio (puc. 1, a), Tak 1 y TUX, IKUM TPOBEJEHO CIJIEHEKTOMIiO
(puc. 1, 6). Hecrabinbuum nokasuuk Oys auine y xpoporo C. M., 1o mos’s3ano 3
MOCTITHUM TTOPYIIEHHAM PEKUMY BBEIECHHS IIpernapary;

— Y XBOPHX 3 IHTaKTHOIO CEJIEe3iHKOIO KiIbKiCTh TPOMOOIINUTIB MiIBUIIUIACH [0 TLJIATO
Ha cyOHOpPMaJbHOMY 260 HOPMAJIBHOMY PiBHI IPOTATOM nepurux ABoX pokis M3T.
JvHaMika 3MiHM piBHS TPOMOOIMTIB y IIUX XBOPUX CYTTEBO 3ajesKajia Bijf PiBHSI
nepBUHHOI TpoMboIMTONEeH . BHacaigok HopMasisallii KiJbKOCTI TPOMOOIIHUTIB y
HUX HE CIIOCTEPIrajoch MPOSBiB reMOPariyHoro CUHAPOMY;

— PO3MIipH TEYiHKU Ta CeJIe3IHKW CYTTEBO 3MEHITYBAINCH MIPOTIATOM IEPIIOTO POKY
JIIKYBaHHS, OJTHAK 3MEHIIIEHHS CeJIE3IHKHU /10 HOPMaJIbHUX BIKOBUX PO3MIpIiB y KO/I-
HOTO XBOPOTO HE CITOCTEPITANOCh; IETiHKA JOCATIa HOPMAJThHUX BIKOBUX PO3MIpPiB
y 3 XBOpHX; 3MEHIITUJINCH 03HAKU TTOPTATbHOI TillepTeH3ii;

— Yy BCiX XBOPUX IPUMUHUINCH KICTKOBI KPU3K Ta 3HAYHO 3MEHIITUBCSA OiJib ¥ KicTKax
i cyriobax.
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Puc. 1. [lunamika nigBuieHHst piBHs reMorio6iHy B KpoBi B mpoieci pepmenTO3aMicHOI Tepairii
y XxBopux Ha XxBopoOy Toie:
a — xBopi i3 30epeKeHoIo cene3inKkoio; 6 — XBOPi Micas creHeKToMil

OnnuM 3 6IOXIMIYHMX MapKepiB, BUKOPUCTOBYBAHUX JIJIsI MOHITOPYBAHHS aKTHUB-
HOCTI naTojioriuHoro mpoiecy npu XI, € akTUBHICTH XiTOTPio3Ua3u B I1J1a3Mi KPOBI
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[1]. Ieit mokasHuk Hecmenudivamii i XapakTepu3ye BTOPUHHI G10XiMiuHiI 3MiHHU, 11O
BiIOYBAIOTHCSI BHACJII/IOK TTATOJIOTTYHOTO TIPOIECY HAKOMUYEHHS TJIOKOIepebpo3umLy
B Makpodarax npu pisHUX XBopobaX HaKOIIMYEHHs, 30KpemMa npu XI. AKTUBHICTH Xi-
TOTpiOSI/I,ZIaSI/I J10 IIOYATKY JIiKyBaHHH y 0bcTeskeHnx XBopux Ha XI' OyJia MiABUIIEHOIO
B COTHI Pa3iB MOPIBHAHO 3 BEPXHIMU Me€XaMHU B KOHTPOJIi (pe(bepeHTﬂl 3HaYEeHHS
0-150 HMOJIB/(I‘OII Ha 1 MJ TyIa3Mu KPoBi). [IpakTHyHO y BCIX XBOPUX HPOTATOM
nepinx 6 mic @3T akTUBHICTH XITOTPIO3WAa31 Pi3KO 3HU3UJIACH HE3AJIEKHO Bijl 11ep-
BUHHOTO PiBHS /10 IoYaTKy JiikyBanus (puc. 2). [Iporsirom 2 pokiB 3T 1ieit mokazHuK
crabimisyBaBcs y Buriisizi miato va pisai 1000 — 5000 umousb/(ros - Ha 1 MJI ITa3Mu
KpoBi). ¥ pasi 3MeHIIeHHS 03U MpenapaTry Ta IpU MOPYIIEHHI PeKUMY BBEIEeHHSI
(xBopuit C. M.) croctepirasoch MiIBUMIEHHS XiTOTPiO3UAA3HO1 aKTUBHOCTI, MO TIiJ-
TBEPAKYE BUCOKY iH(MOPMATUBHICTD 1IHOTO TTOKA3HUKA JJS OLIHKU e(PEeKTUBHOCTI Jii-
KyBaHHS.

35000

30000

25000

20000 ]

10000 3

5000

AKTUBHICTb XiTOTPiO31Aa3n, HMoNb/mMn nnas3mu 3a 1 rog

Bo 05 1 1% 2 286 3 35 4 485 B BB 6

L) Tpuanicte ®3T, poku

Puc. 2. /lunamika 3HUXKEHHS PiBHS XiTOTPio3uAa3HOI aKTUBHOCTI B IJIa3Mi KPOBi B mipoiieci ¢dep-
MEHTO3aMicHOI Teparii y xBopux Ha xBopoby loure:

——BK ——pl ——KH. —=—1N. ——MLC. ~—e—C.0.
—=—BJl. ——3A ——KB. ——MM. ——HA.  —a-CM
——r0. ——Ko. ——JP. ——Ma. e O,

TakuM 4MHOM, piBeHb XiTOTPiO3M/a31 HAOIIBII Yy TIAUBUIL 10 METAOGONTYHIX 3MiH
MOKa3HUK, 1110 00’€KTUBHO BiZloOpakae AMHAMIKY TATOJIOTIYHOTO MPOIECY HAKOTTUYEH-
HST TJTIOKOIIEepeOpo3uLy B Makpodarax.

Bussieni HaMu 3MiHU B KJIIHIYHUX i 7abopaTOPHUX IIOKa3HUKAX y BiANOBiAb Ha
D3T npu XTI Gynu noaibHi g0 onucanux y Garatbox gocaiikeHusax [4, 12—14, 16].

Jlus perymoBanns edexkrupHocti @3T ocHOBHOIO € 3MiHa /1031 IIpenapary, o
MIPU3HAYAIOTHh XBOPOMY. 3TiZTHO 3 PEKOMEHAAIIAMHU, TPUHHATIMIA MiXKHAPOAHOTO TPYTIOI0
3 poboru 3 peecTpoM xBopux Ha xBopoOy Tomre (International Collaborative Gaucher
Group Registry, ICGGR), pekomenjoBana nouarkoBa go3a llepe3aumy® ctaHoBUTH
30-60 ox./Kr KOKHI 2 THXK 3aJeKHO Bil TSUKKOCTI posiBiB xBopoOu [6]. Ilicss cra-
6istizanii maToJorivHOTO MpoIeCy 103y MOKHA 3HU3UTH 10 15—30 0. /Kr KOKHI 2 THK
3aJIe’KHO Bij Biamosizmi opranis ta cuctem Ha TpuBany M3T. 3a nanumu ICGGR, ce-
pesHs miATPUMYIoUa /1033, SIKY 3aCTOCOBYIOTH mpu JikyBanui 80 % xBopux na XI' B
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CHIA (kpaini, e @3T oxep:kye HailbinbIna KiJbKICTh TAKUX XBOPHUX), CTAHOBUTD
30 ox./kr koxkHi 2 TH:K. [ligBumeHHs nigTpumMytoudoi 1o3u 10 60 of./Kr PEKOMEH/IYIOTh
y pasi BUCOKOTO PU3UKY PO3BUTKY YCKJIaHCHb abo BiZICyTHOCTI aJleKBAaTHOI KJIIHIYHOT
Bi/ITOBIi/Ii HA JIIKyBaHHS TPOTITOM 6 Mic.

IToKa3HUKU BHCOKOTO PUSHKY PO3BUTKY YCKJAHEHb Y JIiTei,
XBOpHX Ha XxBopoOy Tome

HassHicTh 01HOTO 260 KiJIbKOX MOKA3HUKIB:

—  abaoMiHaJIbHUI Ta KiCTKOBMIA Oi/ib, BUpaskKeHa BTOMJIIOBAHICTD i cl1abicTh, KaXeKcis;
— 3aTpuMKa Qi3UYHOTO PO3BUTKY;
— ypakeHHS KiCTKOBOI TKaHWHU, BPaXOBYIOUM AedOpMaIliio AUCTAJbHUX BiAIiJiB

CTETHOBUX KiCTOK;

—  kimpkictb TpombonuTie < 60 000 MMm® Ta/abo 3a70KyMeHTOBaHI €Mi30141 CUIbHOI

KPOBOTEY];

—  BHWKEHHs PiBHS reMorjobiny Oisibire Hisk Ha 20 r/71 Bif HUKHBOI BIKOBOT MeXi

HOPMU;

—  3HaAYHe 3HMIKEHHS SIKOCTI JKUTTS yepes XxBopoOy lorre.

OpHUM 3 HaITIOMYISIPHITUX OiI0XIMIYHIX MapKepiB, M0 BUKOPUCTOBYIOTH JIJIsT OIliH-
ku epexrusrocti M3T XI, € hepMeHTaTUBHA aKTUBHICTH XITOTPIO3UAA3U B ILIa3Mi
kpoBi [12]. ¥ 3B’s13Ky 3 TUM, 110 TiZIBUIIIEHHS XiTOTpio3uaaznoi akrusHocTi npu XI €
pe3yJabTaTOM HAKONMUUYEHHS MATOJOTIYHUX TPOAYKTIB B Makpodarax, icHye NmeBHUI
B32€EMO3B 130K MiK CTyTIEHEM ypasKeHHs OPTaHiB i TKAHWH Ta PiBHEM XiTOTPiO3UIa3HO1
AKTUBHOCTI 1J1a3MU KPOBi. Lle 3yMOBJIIOE BUKOPHCTAHHS JaHOIO GiOXiMIYHOTO MapKe-
pa st MOHITOpYBaHHS cTaHy XBopux Ta edexkrusHocTi D3T, Mo HEOOXiAHO AT KO-
pexitii 1o3u mpemapaty [4, 18].

Cuain 3asnauntu, mo M3T sizocomunx XxBopob HakonumveHHs, B3arayi, i XI, 30-
KpeMa, HUHI Ma€ ABi npo6J1eM1/1 HEMOXKJIUBICTh perpecu CTPYKTYPHUX yPaKeHb KICTOK,
0COOJIMBO Y OPOCIUX; BIICYTHICTh aeKBaTHOI KOpeKHII ypaxennsa [THC.

Y GisnbuiocTi 06cTeKEHUX HAMK OPOCIHX 1 AiTeit, xgopux Ha XTI I Tumy, g0 mo-
garky D3T BusiBiena sumxkena migbHicTh Minepasizarii kictok (IIIMK) i octeonopos.
Bincyrnicts y miteit, xsopux na XI' I tumy, aneksarnoi IIMK npussoants 10 mepe-
JIOMIB i cKeJleTHUX JedopMaiiiil y nopocyaomy Bitti [1, 13]. Biabmricts Takux gedopma-
it He Kopuryerbest 3T, Tomy 171t yIIOBIJIbHEHHST YTBOPEHHs aeopmalliii Ta cke-
JIETHUX YHIKOKEHb, 1110 BAHUKAIOTH BHACJIIZIOK 0CTEOIeHii ab0 0cTeonoposy, HeoOXiaHo
HPOBOJAUTH J0AATKOBE JiKyBaHHs GiocdoHaTamMu. 3a HamUMu JaHUME, AedopMarliii
cyrio6iB abo mepesoMr KiCTOK Y ZOPOCINX, 0 ¢HOpMyBaauch Ha MOMEHT MOYATKY
D 3T, npoTsroM JIiKyBaHHsS He 3MIHUIUCDH. [[e M0MaTKOBO MiATBEPIKY€E HEOOXIMHICTD
PaHHBOTO TTOYATKY Tepalrii, TOMY 110 y /IiTel BiAMOBI/Ib KiCTKOBOI CHCTEMN Ha JIiKyBaH-
Hs1 HabaraTo e(eKTUBHIIIA.

Binomo, mo M3T nmpakTuuno He BIinBae Ha Manidectytoui ypaxkenns [[THC npu
060x Helipornomarnunux Tunax XI' [12]. Oxnak Bimomo takox, mo M3T mosxke yrmo-
BIJIBHUTH NPOTPECyBaHHS HEBPOJOTIYHUX Po3JiajiiB Ha panHix ctaniax I tumy XT.
Benuka BapiabesnbHicTh cTyIeHs i MBUAKOCTI nporpecyBanus ypaxenb [[HC mpu
IIT Tumi XTI, a Takok BiICYTHICTh YiTKOI TeHOTUTI/(EHOTUTIOBOI KOPEeJAIlii yCKIam-
HIOIOThH OIIHKY MOKJUBOTO JikyBajsbHoro ehekry 3T y nux xBopux. Hamr mocsin
crioctepexernd 3a xpopuM Ha X[ 11T tumy (M. C.) moka3zas, 110 HEBPOJIOTiYHI ypa-
JKeHHsl, siki Bxke Oynu no modatky M3T, mporsirom 4,5 poKy JTiKyBaHHS He 3MEHIIIN-
JINCH 1 MaJW TEHCHITITO /10 TTPOTpecyBanHsa (BUHUK OaTKOBUN CUMIITOM — 4aCTKO-
BUI mTape3 30py).

Takum 9uHOM, OCBIJ crTOCTepeskeHHs 3a XxBopuMu Ha X, ki ogepxysamn D 3T,
MoKasas, 110 iHAWBiyasbHa Bapialis BiAnmosiai abo crerudivHa BiAMOBiIb OpraHiB Ta
CHUCTEM Ha JIIKYBaHHS Y KOHKPETHOTO XBOPOT'O MOXKE BapiloBaTH y JOCUTb NIMPOKUX
Mexkax i mepefbaynTH ii MOXKJIMBO TiAbKU iHAWBIAYaJIbHO HIJISXOM KJIIHIYHOIO CIIO-
crepeskents. 3arasom MO3T npusesa 10 3HAYHOTO MOKpananus (iziogoriynoro Ta
MICUXOJIOTIYHOTO CTaHy XBOPUX HE3aJeKHO Bi/l IEPBUHHOTO CTYIEHS TSKKOCTI 3aXBO-
PIOBaHHS 1 BIKY.
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BucHoBku. 1. Peryisipi iHby3il pekoMOiHaHTHOT IIIOKO1IEPeOPO3HIa3u 3HUKYIOTh
MPOSIBY TeraToCIJIeHOMerasii Ta MaHIUTOTIeHii, 3MEHIITYIOTh 6iJib B KiCTKax Ta KiCcTKO-
Bi kpusu y 6imbimocti xopux Ha XI' I ta I Tumis, 1m0 NPUBOAUTH A0 3HAYUHOTO I10-
KpalllaHHS cCaMOIOYYTTS 1 MiABUIIEHHS AKOCTI iX sKuTTs. 2. HasgsHicTsh abo BiACyTHICTD
y XBOPOTO CeJIe3IHKH, PiBeHb aKTHBHOCTI IJIIOKOIEpeOpO3na3y B JEHKOIUTAX, TIep-
BUHHUI PiBEHb aKTUBHOCTI XiTOTPi03U1a31 B TJIa3Mi KPOBi 200 TEHOTHUII He BILTMBAIOThH
Ha KJTiHiYHY Bignosiae oprauis i cucrem Ha M3T. 3. EdbekTuBHICTD JIiKyBaHHS 3aJ€KUTh
Bi/l PETYISAPHOCTI BBEACHHS MpenaparTy, 03U Ta CTYMEHs TAKKOCTI 3aXBOPIOBAHHS Ha
MOMEHT ToyaTky Teparii. 4. [IpakTnyno He mMiAAAIOTHCA KOPEKIil ypasKeHHd KiCTOK i
HEBPOJIOTIYHI MOPYIIEHHS Y AOPOCIUX, IO MATBEPIKYE HEOOXIAHICTh PAaHHBOTO MO-
YaTKy JiKyBaHHs 10 GOPMyBaHHsI HE3BOPOTHUX 3MiH Y I[UX OpraHax i cucremax. d. Pi-
BeHb TeMOrI00iHy, TPOMOOIIUTIB Ta aKTUBHICTH XiTOTPiO3W/Ia3K B TJIa3Mi KPOBI MIBHU/I-
KO pearyioTh Ha 3aMiCHY Teparliio, 1o 00yMOBJIOE HEOOXiIHICTh BUKOPUCTAHHST ITHX
MMOKA3HUKIB /IJIsI MOHITOPYBaHHs e(heKTUBHOCTI JIiKyBaHHs XBopux Ha XI. 6. AKTUBHICTb
XiTOTPiO3MIa3K B IJIa3Mi KPOBI € HalO1/IbIIl KOMILJIEKCHUM JIAGOPATOPHUM ITOKA3HUKOM,
o Bigobpaska€ aKTUBHICTH MATOJOriYHOrO mpoiecy mpu XI, Tomy #oro HeoOXigHO
BUKOPUCTOBYBATH JIJIsI OIIHKY e(PeKTUBHOCTI JiKyBaHHSA 3 METOIO KOPEKIIii /103U TIpe-
mapaty peKoMOIHaHTHOI TJIIOKOIepeOPO3UIa3H.
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KINHNKO-TABOPATOPHDBIE ITOKASATEJIN
OOOEKTUBHOCTU ®EPMEHTO3AMECTUTE/IBHOW TEPAIINN
BOJIESHI TOHIE B YKPAMHE

H. B. Omvxosuu, O. H. Ipuwenxo, H. A. Huuxyp, A. M. Hedobolil,
H. C. Tpogumosa, T. II. Hsanosa, H. I. [oposenxo (Kues)

[Tposenén ananus apdextusHocTH Nedenust 17 GoabHbix 6osiesnbio Tome (BI) B Ykpauwse,
KOTOpbIE MoJIydastn (hepMeHTO3aMeCTUTETBHYIO TEPAIIMIO HA TIPOTSKEHUH 2 JIeT U OoJiee Ha OCHOBAHUH
JQHHBIX KJIUHUYECKOTrO U J1ab0PaTOPHOTO MOHUTOpPUHTA. PerysispHbie MH(py3uu peKOMOMHAHTHOI
[JIIOKOIePeOPO3U/1a3bl CHIKAIU TPOSIBJIEHUS T€MAaTOCIIIEHOMETQINN 1 TAHIIUTOIEHUN, YMEHBIITAIN
KOCTHYIO 60]]B 1 KOCTHBIC KPpU3bI Y 60]TBHTI/IHCTBEI 6OJTBHBIX BbI'l THUIIQ, 9TO IIPUBO/INJIO K 3HAYUTEJIb-
HOMY YJIYYLIEHUIO CAMOYYBCTBUSI U OBBIIIEHUIO KA4eCTBa JKU3Hu 6OJbHBIX. DDGHEKTUBHOCTD Jieue-
HUS 3aBUCEJA OT PETyJSPHOCTU BBEJECHUsI MPerapara, A03bl U CTENEeHU TIKeCTH 3a00JeBaHusl B
MOMEHT Hadajia Tepanuu. Y B3pOCIbIX OOJBHBIX MTPAKTHIECKH He MOJIABAIICH KOPPEKITUH OPaske-
HUe KOCTell U HEBPOJOTUYECKUE HAPYIIEHUs, YTO MOATBEPKIAET HEOOXOAUMOCTh PAHHETO HavYaaa
JieueHud 10 q)OpMI/IpOBaHI/IFI HeO6paTI/IMBIX N3MEHEHHUN B 9TUX OpraHax m cucreMmax. AKTHUBHOCTDH
XUTOTPUO3N/IA3bl B IIJIa3M€ KPOBU ABJIACTCA HaI/I60]Iee KOMIIJIEKCHbIM Ha60paTOprIM IIOKa3aTeJsieM,
KOTOPBIiT 0TOGpakaeT akTUBHOCTH MATOJOTHYECKOTO mpottecca npu BT, moatomy ero Heo6XoanmMo
UCIIOJIB30BATD [IJIsT OIeHKN a((HEKTUBHOCTH JIEYEHUS C TIETBI0 KOPPEKIMU JI03bI PEKOMOMHAHTHOI
[JIIOKOIEPeOPO3U/1a3hl.

KioueBbie cioBa: 6osesnb loine, pekoMOMHAHTHAS TIIIOKOIEPedpo3uasa, hepMeHTO3aMeCT -
TeJbHAS Teparusl.

CLINIKO-LABORATORY INDICATORS
OF EFFICIENCY FERMENTO- SUBSTITUTION THERAPY
OF GAUCHER DISEASE IN UKRAINE

N. V. Olhovich, O. N. Grishchenko, N. A. Pichkur, A. M. Nedoboi,
N. S. Trofimova, T. P. Ivanov, N. G. Gorovenko (Kyiv)

The analysis of efficiency of treatment of 17 patients with Gaucher Disease (GD) in Ukraine
who had received fermento- substitution therapy for 2 years and more was conducted on the basis
of clinical and laboratory monitoring data. Regular infusions of recombinant glucocerebroside
reduced signs of hepatosplenomegaly and pancytopenia, reduced a bone pain and a bone crisis at
the majority of patients with GD I type that led to considerable improvement of health state and
improvement of patients life quality. Efficiency of treatment depended on regularity of drug ad-
ministration, dosage and severity level of the disease at the start of the therapy. Adult patients
were not seen to have corrections of bones and neurologic disorders after the treatment that con-
firmed necessity of an early initiation of the treatment, before formation of irreversible changes in
these organs and systems. Chitiotriodase activity in blood plasma is the most complex laboratory
indicator which displays activity of pathological process in patients with GD, therefore it is nec-
essary to use it for an estimation of treatment efficiency to correct a recombinant glucocerebroside
dosage.
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