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KJITHIKO-MOP®OJIOTTYHI XAPAKTEPUCTUKHN
OETOITJTAHEHTAPHOTI'O KOMITJIEKCY YV BATITHUX
13 BAJII3BOAEDPILMUTHOIO AHEMIE€IO HA TJII XPO-
HIYHOT YPOT'EHITAJIbHOT IHOEKLIT

MeTo10 JOCTiIKEHHS OYII0 OLIHUTH KIIIHIYHI 0COOINBOCTI
repebiry BariTHOCTI y JKIHOK i3 3aJ1i30Je(IiIUTHOI0 aHEMIEIO
(34A) Ha TIi XpOHIUHOI ypOTeHITaIbHOI 1H(EeKIIi]

O6c¢crexeno 150 BaritHux 3 nposisamu 3JIA. XBopi Oynu
PO3IOIIeH] Ha TPY KITIHIYHI TPYIIN: NMALli€EHTKH 3 BepudikoBa-
HOIO yporeHiTanbHOIO iH(pekmiero (n=50), )KIHKHA 3 XpOHITHIM
nienoHepuToM (n=50), SIKUX JTIKyBallK 32 TPAIAULIITHOIO cXe-
MOI0, MAIIEHTKHU 3 XPOHIYHUM MIETOHEPPUTOM 1 yPOTeHITATb-
Ho1o iH(ek1iero (n=50), sIKi OTpUMYBaIH NMperpaBigapHy MiAro-
TOBKY T4 KOMIUJICKCHE JIIKyBaHHSI.

YV BariTHUX i3 XpOHIYHOIO YPOTI€HITAIbHOIO 1H(EKIEI Y
83,0 % BunazaxiB HasiBHI nposiBu 3/1A. XpoHiuHMiA mienoHed-
PHUT y KIHOK CIIPUYMHIOBAB MOTINOICHHS Ie(illUTy CHPOBAT-
koBoro 3aiiza J1o0 (8,78+1,70) MKMOIIB/1T Ipy BMICTI (hepuUTHHY
Ha piBHi (7,2+0,2) MKT/7, 10 3HAYHO HIKYE KOHTPOIHHUX 3HA-
yeHb (p<0,05).

VY 10 % XBOpuX Ha aHEMilo 1 MmieToHepPUT crocTepirain
HEe3pUTICTh IMJIACHTH, BHPaXXeHI reMOANHAMIUHI po3Nanu i
IHBOJIFOTMBHO-AMCTPOdivHi pouieck. KomreHcaTopHO-IIpUcTo-
CYBaJIbHI peaxiiii popMyBaIUCs 32 paxyHOK Tirepruiasii TepMi-
HaJbHUX BOPCHUHOK 1 CY/INH Y HUX 3 YTBOPEHHSIM CHHIIMTIOKA-
MUISIPHUX MEMOpaH.

3anpornoHOBAHNI METO/I ITPErpaBiIapHOI MIIrTOBKU 103BO-
TIMB 3MEHIIUTH YacTOTy BHsBIEHHS 3/IA y KXIHOK i3 XpOHIU-
HOIO YPOTCHITAIbHO 1H(EKIIIETO.

KuirouoBi ciioBa: 3amizonedinTHa aHeMisi, yporeHiTaabHa
iH(eK1isl, BaTiTHICTD, MPOQLIAKTHKA, TIKyBAHHS.
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CLINICAL AND MORPHOLOGICAL CHARACTER-
ISTICS OF THE FETOPLACENTAL COMPLEX IN PREG-
NANT WOMEN WITH IRON DEFICIENCY ANEMIA
AGAINST A BACKGROUND OF CHRONIC UROGENI-
TAL INFECTION

The aim of the study was to evaluate the clinical peculiati-
ties of pregnancy in women with iron deficiency anemia against
a background of chronic urogenital infection.

There were examined 150 pregnant women with manifesta-
tions of iron deficiency. All of them were divided into 3 clini-
cal groups: the patients with verified urogenital infection
(n=50), the women with chronic pyelonephritis (n=50), who
were treated according to an ordinary algorithm, the women
with chronic pyelonephritis and urogenital infection (n=50),
who had pre-gravidar preperation and complex treatment.

Pregnant women with chronic urogenital infections had
manifestations of iron deficiency anemia in 83.0% of cases.
Chronic pyelonephritis led to a profound deficit of serum iron
up to (8.78%£1.70) mmol/l with ferritin level (7.2£0.2) mg/l,
which is below the control values (p<0.05).

Immaturity of the placenta, pronounced hemodynamic dis-
orders and invalution dystrophic processes were diagnosed in
10% of patients with anemia and pyelonephritis. Compensato-
ry-adaptive reactions are formed by terminal villi and vesicles
hyperplasia and formation of cyncytiocapillar membranes.

Key words: iron deficiency anemia, urogenital infection,
pregnancy, prevention, treatment.
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Beryn

Myxkomnomaicaxapuaosu (MIIC)
— Tpyna CIaJKoBUX 3aXBOPIO-
BaHb, 3yMOBJIEHUX TOPYIIECHHIM
Jlerpajanii Ta MoJgajblIuM BHYT-
PITHBOKIIITUHHUM HAr pPOMaJI)KCH-
HsM Tiniko3amiHoriikaHiB (IAT):
xoHapoituH- (XC), nepmartaH-
(1C), renapan- (I'C) i xepaTaH-
cynbdartie (KC). HarpomamkeHn-
HS 9aCcTKOBO nerpagoBanHux I'AT
y Jli30coMax MPU3BOJUTH JIO TO-

CTyIOBOI 3aru0esi KJIiTHH 1 TKa-
HUH, Ta, K HACIIAOK, IO JUC-
(byHk1ii opranis. CbOToaHI BU/II-
nstoth 7 Tunis MIIC, xoxuuii 3
SIKMX 3yMOBJICHUI HETOCTATHICTIO
OJHOTI'O 3 JTI30COMHMX (hePMEHTIB,
110 OepyTh y4acThb Y KacCKaJIHUX
peaxiisix posmeruiends AT
OCHOBHUM METO/TOM CEJICKTHB-
HOT'O CKPHMHIHTY CIIaJIKOBHX ITO-
PYILICHb CIIOJYYHOI TKaHWHH, 10
akux Hanexath 1 MIIC, € Bu3Ha-
YEHHS PIBHS €KCKPELil CyMapHHUX

I'AT" 3 ceuero MmeTogoM Hedeao-
METPHUYHOI'O TECTY 13 HETUIIIIIPU-
nuHiyMoM xitopuaom (LIITX-Tecr).
ITigBUIICHHS PIBHS IIBOTO ITOKA3-
HHUKA € HACIIJKOM PYHHYBaHHS
CIOJIyYHO1 TKAHWUHU, CIIPUYUHE-
HOT'O MMaTOJIOTITYHUMU ITPOIIECaMH
pi3HOi erioorii i, B OLIBIIOCTI
BUIIAJIKIB, 3yMOBJICHE TilEpPeKC-
KpELi€l0 OCHOBHOTO METa0OJIITy
crioanyuHol Tkanuau — XC. Jlu-
e npyu MIIC migBuieHHs piBHS
T'AT" y ceui 3yMOBJICHE HasIBHICTIO
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natojoriunux ¢pakiii — I'C, KC
1 J1C y pizHux koMOiHarisx. Tomy
came paxuionyBanus Al i3 Bu-
KOPHUCTAHHSIM METOAY TOHKOIIA-
poBoi xpomaTorpadii m03BoIIsIE
BU3HAYNTH HASBHICTH y MAIlIEHTA
MIIC Ha eTami CeleKTUBHOTO
CKPUHIHTY.

Myxkomnomaicaxapugo3 1 Tumy
— TeTepOreHHe CIaJIKOBE 3aXBO-
PIOBaHHSI 3 aBTOCOMHO-PEIIECUB-
HUM THUIIOM YCHAJKYBaHHS, SKE
PO3BHUBAETHCSI BHACIIIOK 3HIKEH-
Hsl aKTUBHOCTI pepmeHTy o-L-imy-
ponigasu (IDUA; EC 3.2.1.76),
3aJIy4eHOTO J0 MOETAIMHOTO PO3-
merieHHs JIC 1 I'C. Le npusso-
JIUTH 70 X HATPOMAJKEHHS B JTi-
30COMax KJIITHH 3 MOJAJIbIIOI0
EKCKPEIIE0 HAIIUIIKIB ITUX T0JIi-
caxapuiB a0o iX (pparMeHTiB i3 pi-
JUHAMU OpraHizMy. 3aJIeKHO BiJl
TSDKKOCTI 3aXBOPIOBAHHS BUILISI-
FOTh TPU OCHOBHI KIIiHIYHI (popmu
MIIC I Ttuny: cunapom I'ypaepa
(Tspxkuit), cuaapom 'ypriepa —
leiie (MpoMiKHUI), CUHIPOM
Iletie (merkwuii) [1]. Yacrora MIIC
I Tumy, 3a maHUMHU pi3HUX ABTO-
piB, CTAaHOBHUTH IpUOIM3HO 1 Ha
100 000 HoBOHApOKEHUX [2; 3].

I'en o-L-inyponinasu (IDUA ),
pO3TalIOBaHUN Ha KOPOTKOMY
miedi xpomocoMu 4 y JOKyci
4p16.3, mae posmip 19 T. m. H.
1 ckiagaeThes 3 14 exk30HIB, po3-
niteHux 13 intponamu. Ilepmri
JIBa €K30HU PO3/UICHI IHTPOHOM
po3mipom 566 T. H., HACTYITHUH,
HaUOUTBIIMI 1HTPOH 2, Ma€ PoO3-
Mip 6;m3bk0 13 T. . H., 12 iHIIMX
€K30HIB 00’€/THaHI B KJIaCTep, 3a-
raJbHUN PO3MIp SIKOTO 4,5 T. 1. H.
[4].

Haitbinpin nmommpeHuMu my-
TamisiMu y redi IDUA, ki nipu-
3B0AATH 10 po3BUTKY MIIC I Tu-
my, € myTarii Q70X i W402X [5].
Pemrra BusiBeHUX MyTaliii Tpar-
JSIOTHCS MEHIE HIK Y 3 % Bunaj-
KiB a00 € MOOUHOKUMU.

MeTtorw Hamoi poboTtu 6yio
BUSIBJICHHST O10XIMIYHUX OCOOJIH-
BOCTEH 1 4aCTOTH BUHUKHEHHS Ma-
xopHux MyTai Q70X 1 W402X y
reHi /IDUA y nauientis 3 MIIC
I Tuny 3 Ykpainu Ta mopiBHSIHHS
OTPUMAHUX JIAaHUX 3 pe3yabTaTa-
MU JTOCIIKEHHS YaCTOTH IUX
MyTAaIlii B iHITUX MTOMYJISIiSX.

Marepiaau Ta MeTOIH
JOCTiKeHHS

MartepiajioM IS OOCITIIKEHb
OyB OlosoriyHuii MaTepian (ceda
1 KpOB) MALIIEHTIB 3 PI3HUX PETio-
HiB YKpaiHu, siKi 00CTeKyBaIuCh
y 2005-2013 pp. y Llentpi mera-
O0omuHux 3axBoproBanb H/CJI
«Oxmatmu» MO3 Ykpainu 3 1mo-
rnepeaHiM aiarHo3oM «Criagkose
MOPYILEHHS CIIOJTYYHOI TKAHUHI.

JU1s miaTBepKEHHS 11arHO3y
MIIC I Tumy BuU3HAYaIud PiBEeHb
eKCKpeLlil IJ1iIKO3aMiHOTIKaHIB Y
J00OBIH ceul, HASIBHICTH y ceul
¢dpaxuiit TAI' — JCiI'C, akTus-
HicTh O-L-igypoHinasu B jeiKko-
LIUTaX.

PiBens exckpenii I'AI" y ceui
BU3Hauaau 3a gornomororo LITX-
TECTy y MepepaxyHKy Ha rpam
kpeatuHiny [6]. ToHKOmApPOBY
xpoMmarorpadio 'AL ceui mis
BusiBiieHHs ppakuiii Al mpoBo-
muan Ha rmractuHkax Silica Gel,
toBImMHA mapy 100 MkM, 3epHU-
CTICTh 812 MKM, y CHCTEMi PO3-
YMHHUKIB H-IPOIAHOJ : Tiapo-
KcuJl aMoHito : Boga (4 : 6 : 1).
Jlns1 3a6apBIIeHHS TUTACTUHOK BU-
KOPHUCTOBYBAJIH aJllliIaHOBUH OJia-
KuTHUI [7].

depMeHTATUBHY aKTUBHICTh
o-L-inypoHina3u BU3HAYAIU B
JIEHKOIUTAX Tepu(PeprUIHOi Kpo-
Bi. JIelKkoUTH BUISIM 3 IiJTb-
HOI KpOBi 32 METOJIOM, OTIMCAHUM
D. A. Wenger et al. (1991) [7].
KinbkicTs 6iKa B ISHKOIMTAX BH-
3HAYAJIN 32 CTAHAAPTHUM METO/IOM
Jloypi [8]. InypoHina3Hy akTuB-
HICTh Y TOMOTEHATI JISHKOIUTIB
OITIHIOBAJIM 3a CTYIIEHEM Jerpaja-
1l rrooporeHHoro cyocrpary 4-
MeTutyMoenipepui-o-L-itypoHiny
(Sigma) [7]. AktuBHicTb O-L-iypo-
Hi/Ta3u pO3paxoBYBaM Y HAHOMO-
JISIX HA TOAMHY HA MiTirpam Oinka.

3 HiabHOI renapuHizoBaHoOL
kposi JIHK Bupginsum 3 Bukopuc-
TaHHAM KOMEpPIIIHHOTO HAabopy
«AHK-cop6B» (LIH/II emigemio-
norii PociorpebHaazopa). Akicth
npenapatiB JIHK nepesipsiiu me-
TOJIOM OI[IHKM CITiBBITHOIIIEHHS
ONMTUYHOI MIiIbHICTI mpu 260 i
280 HM, sgKa BH3Hauvajacg Ha
cnekTpodorometpi “Specord-40”
(Analytik Jena AG) [8]. [Tpemapa-

1 JIHK 306epiranu npu Temiiepa-
Typi +4 °C.

MoJtekyasspHO-TeHETUIHE J10-
CITIJDKEHHST IPOBOJIM METOJA0M
IIOJIIMEPa3HOI JIAHLFOIOBOI peakx-
mii 3 moganeimuM I1JPd-anaii-
30M [9]. s inerTudikaii Mmyra-
it Q70X 1 W402X BHKOPHCTO-
BYBAJIM €HJIOHYKJICA3! PECTPUKIIIT
Sau 961 i Mae I Bigmosiguo [10].
AHai3 IpoayKTiB peCTPUKIIIi
MPOBOJIUIIN 34 JIOTIOMOTOIO KalTi-
JIIPHOTO eeKTpodopesy Ha amna-
pati “MultiNA” (Shimadzu bio-
tech, SmoHis).

Pe3yabTaTu qocigxeHHs
Ta iX 00roOBOpPeHHs

Hawmu 6yno obcrexeno 1597
Malli€HTIB 31 BCi€l YKpaiHu 3 Mi-
JIO3POI0 HA HASIBHICTH MATOJIOTI]
cronyyHoi TkaHuHU. Cepen HUX
BusiBlieHO 1186 ocib 3 HOpMaIb-
uuM nokasHukoM 'AT, 1o cBin-
YUJIO TIPO HEBUCOKY WMOBIPHICTh
CMaJKOBOIO MOPYILIEHHS CIOIYY-
HOI TKaHWHH, 1411 ocib 3 piBHEM
T'AT, BummM 3a BIKOBY HOPMY.
ITpu BuzHauenni ¢paxmit FAT,
110 3yMOBUJIU TIABUIIECHHS PiBHS
cymapuux ['AT" B ocranHiii rpy-
mi, y 88 ocib Oysi0 BU3HAUEHO Ha-
SIBHICTh TIATOJIOTIUHMX (DpakIiiid,
xapaktepHux st MIIC. V 47 3
HUX BUSIBJICHO MOEAHAHY €KCKpe-
uito I'C 1 JIC, mo xapakTepHo 1151
MIIC I, II ra VII tunis (puc. 1).
Vcim 47 naiieHTaM TPOBOAUIN
TuQepeHIiiny 11arHOCTUKY 3a-
3HaueHux tunis MIIC msaxom
BH3HAYEHHS [IEPBUHHOIO 010XiMIY-
Horo aedexTy [0].

XC—

AC—

Irc— “’\,’A,_.'

MIIC I Tumny Hopwma

Puc. 1. ®paxiioHyBaHHS KO-
3aMIHOIUIIKAHIB METOJIOM TOHKOIIIA-
poBoi xpomartorpadii: XC — xoH-
poituncynbdat; 'C — remapaHcynb-
¢at; AC — nepmaTtaHcyibdat
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Ilix yac qudepeHuiiHol mia-
THOCTUKHU HEIOCTaTHICTD O-L-i1y-
pOHiTa3| B JiciikonuTax nepude-
pUYHOI KpOBi Oylia BUSIBIIEHA Y
16 obcTeXxxeHux, caMe UM MallicH-
TaM OyJI0 BCTAHOBJIEHO JIiarHO3
MIIC I tuny (tabm. 1). Bik nari-
€HTIB HA MOMEHT BCTAHOBJICHHSI JTia-
rHO3y BapiroBas Bif 1,5 1o 14,5 po-
Ky, 13 HUX § JIIBUATOK 1 § XJIOMUHU-
KiB, 2 BUIAJAKU OyIu CIMEHHMMU
3 YPaKeHHSIM ABOX OPaTiB y KOXK-
HOMY.

V Bcix manientis 3 MIIC I Tu-
Iy OyJIO BUSIBJICHO ITiABUIICHHS
ekckpenii cymapaux Al i3 ce-
4yero (IIOPIBHSHO 3 BIKOBOIO HOP-
Mo10) 1 HasiBHICTB (paxkiiii JIC ta
I'C mpu npoBeieHHI TOHKOIIIapO-
Boi xpomatorpadii FAI'. ¥V 10 3
16 0OCTEKEHUX TAIIIEHTIB PIBEHb
AKTUBHOCTI O-L-igypoHigasu B
JISHKOIIUTaX KPOBi OYB HYJIbOBUM,
a 'y 6 IalieHTiB — He IECPEBUIILY-
BaB 3,75 % BiJi KOHTPOJIHHOTO.

ITicas ocTaTOYHOro MiATBEP-
JoxkeHHs miarHo3sy MIIC I tuny
yCIM IalieHTaM 0yJ10 IMPOBEIECHO
MOJIEKYJISIPHO-TEeHeTUYHE JT0CTTi-
JOKEHHSI Ha HAsIBHICTh HAWOLIbII
nomupeHux mytamnii Q70X i
W402X y reni IDUA (puc. 2).

AHami3 pe3ynbTaTiB MpoBe/e-
HOTO HAMH MOJIEKYJISIPHOTO 00-
crexxeHHs namieHTiB 3 MIIC I tu-
Iy TIoKazas, 1o y 16 i3 32 mocmi-
JokeHux ajnemiB (50 %) Oyna Bu-
sIBJIEHA X04a O OJTHA 3 TBOX MaXKOP-
HUX MyTalii (tabm. 2): Q70X —y
13 (41 %), W402X —y 3 (9 %).

SIk BuOHO 3 TabI. 2, TOMO3U-
roTHUMH Hocismu aneias Q70X
Oyiu 4 malie€HTH, FTeTepO3UTOTHU-
Mu — 5. Cepen 00CTeKEHHX He
OyJ10 3HAIIEHO KOTHOTO TAIli€H-
Ta, TOMO3UTOTHOTO 32 MYTAIli€I0
W402X. KomnayaHux rerepo3u-
rot Q70X/W402X cepen Hammx
nalieHTiB OyJo aBo€E. Y 6 nalieH-
TiB JOCTIIKYBAHUX MaXOPHUX
MYTAIIii y 5KOJTHOMY aJjielli He BU-
SIBJICHO.

AHai3 OTpUMaHUX HaMH Oio-
XIMIYHMX JTaHUX MMOKa3aB, IO B
ycix 16 mamienTis 3 MIIC I Tuny
piBeHb ekckperttii cymapuux ['AT 13
ceuero OyB TIBUINICHUIN Y cepei-
HbOMY B 4—5 pa3iB MOPIBHSHO 3 Bi-
KOBOIO HOpMOTO (Bix 1,4 10 6,2 pa-
3y). Y BCiX BUMaJKax Tinepekc-

Tabnuys 1
BioxiMiuna XapakTepucTHKA NanieHTIB 3 MyKomnogicaxapuao3om I Tumy
AXTHUBHICTb
Ekckpertist AT i3 ceuero o-L-iqypoHinazu
Bix B JICHKOITUTAX
. H;el\;g' 3aransni AT, ox.
Hawier obcre- HITX/r kpeatumity . HMOJIIb/ % Big
JKCHHS, Konr- ®paxuis (rog-mr KOHT-
POKH |[TpoGanza| POIP TAT Oiska) podto
(BiKOBaA
HOpMa)
1 4,5 1329 <213 JAC+I'C 0 0
2 3 905 <228 JC+I'C 0 0
3 2 1146 <244 JC+I'C 0 0
4 2 1439 <244 JC+IC 0 0
5 2 875 <244 JC+IC 0 0
6 12 704 <122 JC+I'C 0 0
7 1,5 1147 <262 JC+I'C 0 0
8 2,5 479 <244 JIC+I'C 0 0
9 2 691 <244 JIC+IC 0 0
10 2 786 <244 JIC+TC 0 0
11 14 312 <100 JIC+T'C 0,35 0,9
12 9 214 <150 JIC+TC 0,24 0,6
13 2 348 <244 JIC+TC 0,5 1,25
14 6,5 36 <185 JIC+TC 1,5 3,75
15 13,5 152 <114 JC+IC 1,35 3.4
16 14,5 186 <100 JC+IC 0,95 2,4
KonTpons — — XC 25-55 100
(UM == (UM)+
8724 = 8724
6034 603 4
! _ 248 1. H.
310 m. H.
2714 271 P— — 138 1. .
2344 2341
1941 i— — |56 1. 1. 1947 ‘
118 — s 9911 H. 1184 110 . u.
721 B R sTa 721
S H 26 1. H.
(LM)- - — ] (LM) ]y

1 2 3 4 r 2 ¥ 4
a 0
Puc. 2. MonekyasapHO-TeHETUYHE TOCTimKeHHs MmyTaltiii Q70X 1 W402X
y redi IDUA: a — TT[AP®-anamni3z myramii Q70X; / — Mapkep MOJIEKYJISIPHOT
Baru; 2 — HopMa; 3 — romosurota Q70X/Q70X; 4 — rerepo3urora Q70X/N;
6 — IJAP®-anamni3z myramuii W402X: /" — mapkep moJekyisipHoi Bary; 2/, 3
— rereposurora W402X/N; 4 — Hopma

kpemist [AI" xapakTepusyBanacs
HasiBHicTIO ¢pakuiin JC ta I'C,
SIKI € TIATOJIOTTYHUMH 1 HE BUSIBIISI-
FOThCSI Y CeUi 3I0POBOIT JIFOJIMHH,

ane xapakrtepui st MIIC 1, 11,
VII tumis.

ITpu anami3i piBHS AaKTUBHOCTI
o-L-igypoHinasu y nux XBOpHUX
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Tabauys 2 Tabnuys 3
TI'enoTunu mauieHTiB I'enoTunivuna i peHoTHNMIUHA Kopesis
3 MyKonoJicaxapuao3om I Tumy y nanieHTiB 3 MykomnoJicaxapumao3om I Tumy
T Kinbkicts AKTI/IBHICTI:VOL-L-l,Z[ypOHlL[EBI/I
MAI[EHTIB ) B JICHKOIMTAX MDeHoTUII
IMamient - ’ lenoTun
Q70X/Q70X 4 HMOJIb/ % Bij CUHAPOM
Q70X/W402X 2 (rox-mr Oijika) | KOHTPOJIO
Q70X/n. B. 3 1 0 0 I'ypnepa Q70X/Q70X
W402X /1. B. 1 2 0 0 T'ypaepa Q70X/Q70X
H. B./H. B. 6 3 0 0 Typiepa | Q70X/W402X
IIpumimka. Y tadn. 2, 3: H. B. — My- 4 0 0 T'ypnepa Q70X/n. B.
tauii Q70X i W402X y reni IDUA ue Bu- 5 0 0 I'ypnepa Q70X/H. B.
SBJICHO. 6 0 0 I'ypnepa Q70X/u. B.
7 0 0 I'ypnepa Q70X/Q70X
OyJia BUSIBIIEHA 3aJIEXKHICTD TSIK- 8 0 0 [yprepa | Q70X/W402X
KOCTI 3aXBOPIOBAHHS BIJl 3a/IMIlI- | g 0 0 Typrepa | W402X/m. B.
KOBO1 aKTUBHOCTI IOCIIIKYBaHO-
ro hepyerry (1a 6§ 3 UKy 10 0 0 Typrepa | Q70X/Q70X
V BcCiX Mali€HTIB 3 TOKKUM 1 0.35 0.9 Fy};ﬁi%i o H. B./H. B.
dbenotuniom (cunapom [ypruepa) 5
AKTHBHICTb (hepMeHTY 0-L-isrypo- 12 0,24 0,6 H_ICI:IC H. B./H. B.
Hizas3u He Gyna BUsABIeHa, TUMYa- | 13 0,5 1,25 [etie H. B./H. B.
COM SIK y IAIll€HTIB 3 OLIBII JICT- 14 1.5 3,75 [Meiie H. B./H. B.
KNMu q’eHOTHHaMI/_I (cuHIpOMH 15 1,35 3.4 leite H. B./H. B.
I'ypnepa — Illeiie i Illefie) co- | 16 0,95 2.4 Ileite H. B./H. B.
cTepiranacs IeBHa 3aJIMIIKOBA KoHTpob 2555 100 - -
AKTUBHICTH O-L-i1ypoHinasu, sika

cranoBmia 0,6-3,75 % Big KOHT-
poibHoro 3HavyeHHs. L1 mani mia-
TBEPKYIOTh PE3YyJIbTATH JOCIi-
JOKEHHST 0COOIMBOCTEN Oioximiu-
HUX ITOKA3HUKIB y HALIEHTIB 3 Pi3-
HUMU (EHOTUIIOBUMHU (hopMaMu
MIIC I Tumy, sixi omyOJiiKOBaHi
iHmmmu apropamu [10]. Kpim to-
ro, cepesl OOCTEKEHUX HAMM Tia-
LIIE€HTIB CIIOCTepiranacs IeBHa
TeHOTUIIOBO-(DEHOTHUITOBA KOPEIISI-
11181, sIKa 30ira€Thcs 3 y)Ke oImca-
HUMH 3aKOHOMIPHOCTSIMH: MyTa-
il Q70X 1 W402X, sk 1 B gOCITI-
JUKEHHSX 1HIIUX aBTOPIB, Oynu
3HaMJICH] HAMH TiIBKU y Ialli€H-
TiB 3 peHoTUIIOM cUHIApoMY [yp-
Jiepa, TAMYACOM SIK Y 6 ITalli€HTiB
3 OUIBII JISTKUMHU (OpMaMH 3a-
XBOPIOBAHHSI ITUX MAYKOPHUX MY-
Talii He BUSBIICHO [5].

3a maHMMU JIiTepaTypH, iICHY-
IOTh TIEBHI €THIYHI OCOOJIMBOCTI
YaCTOTH MaKOPHMX MyTarii Q70X
1 W402X y reni IDUA y naliieH-
1iB 3 MIIC I Tuny [11]. Sk BugHO
3 JaHUX, HaBeJeHUX y Tabm. 4,
Halyacrimoo € myTamis Q70X y
nauieHTiB 3 Pociticbkoi Menepa-
mii. Myramis W402X gacTime
TpaIUIIEThCs y HalieHTiB 3 Icna-

Hii ta CIIA. Buznauena namu
nmomupeHicte MyTtamiit Q70X i1
W402X y mamieHTiB 3 YKpainu
HaOJIMKAETHCS 1O TOKA3HUKIB €B-
poru ta Pociticekoi MDenepariii.
JlocmimKeHHsI TEeHeTUYHHIX 0CO0-
muBocteid MIIC I Tumy i yacrotu
HAMOIIBII MOMMPEHUX MYTaILil
cepell MaIlleHTIB 3 PI3HUX KpaiH
MarOTh BOXJIMBE HAYKOBE 1 IIpaK-

TUYHE 3HaueHHs. L indopmariis
JTa€ MOKIIMBICTb PO3POOUTH MaK-
CHUMaJIbHO €(PEKTUBHY AlarHocC-
TUYHY TIPOTpaMy CEJICKTHBHOTO
CKPUHIHTY Ma’KOPHUX MYyTallii
JUUTSI TIAIIEHTIB TIEBHOI ITOIYJISIIii,
110 J03BOJIUTH HE TUTbKU BUSBH-
TU XBOPHUX, & il BCTAHOBHUTH I'eTe-
PO3UTOTHE HOCIHCTBO Yy YJICHIB iX
ciMei.

Tabnuys 4
Yacrora myTaniii Q70X i W402X y reni IDUA B pizHuX KpaiHax
YacroTa Yacrora
Kpai MYTaHTHUX MYTaHTHHUX Cymapna Jxepeno
paina . . o
aJeNB aJeiB yacrora, % | indopmarrii
Q70X, % W402X, %
Vkpaina 41 (13/32) 9 (3/32) 50 Harmmi
JIOCIIIIKEHHS
Pociticpka 57 (65/114) 5,3(7/114) 62,3 [5]
Denepartis
€Bporna 35(32/92) 37 (34/92) 72 [11]
(cymapHO)
CIIA 30 (13/44) 39 (17/44) 69 [12]
Iramis 13 (7/54) 11 (6/54) 24 [10]
Icnanis 10 (4/40) 60 (24/40) 70 [13]
Bpaszwis 2 (1/48) 21 (10/48) 23 [14]
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BucnoBkn

1. qudepeHuiiiHa 1iarHOCTUKA
MIIC I tuny nmoTpebye mpoBe-
JIEHHSI B POTpami CeIEKTUBHOTO
OioximiuHoro ckpuHinry LITX-
Tecty 1 ppakuionyBanus AL 3
MOJAJIBIIUM O0OB’SI3KOBUM 3]11H-
CHEHHSIM (PEpMEHTATUBHOTO aHa-
JI3Y VIS ATBEPIKEHHS IIEPBUH-
HOT'O 010XIMIYHOTO Je(heKTy —
3HIKEHHS aKTUBHOCTI O~ L-11ypo-
Hifa3u B JIEUKoIUTAaX nepudepuy-
HOI KPOBI.

2.V namieHTiB 3 OUIBIII JIETKOIO
dhopmoro MIIC I tuny (cuagpoM
I'ypiepa — Illetie 1 Ileiie) cro-
CTepiraeThcs MeBHA 3aJTUIIKOBA
aAKTUBHICTH O-L-imyponinasu, sika
cranosmia 0,6-3,75 % Big KOHT-
POJIBHOTO 3HAYEHHS, TUMUYACOM
SIK y IAL€HTIB 3 TSHKKOIO (Qop-
Moo (cuaapoM ['ypiiepa) akTuB-
HICTh IIbOT'O (hepMEHTY OyJia IOB-
HICTIO BiACYTHSL.

3. Maxopsi mytamii Q70X i
W402X y reni IDUA B oOcTexe-
Hux Hamu nanieHTis 3 MIIC I tu-
Iy B YKpaiHi € HalOLIbIII ITOIIH-
penumu (50 %) 1 BUSBIISIIOTHCS 3
YacTOTOI0, OJU3BKOIO 10 KpaiH
€Bponu Ta Pociiicbkoi Denepa-
.

4.V niarHOCTUYHOMY ajro-
pPUTMI BU3HAYEHHS MaXKOPHUX
myTauiit Q70X 1 W402X y reni
IDUA nouiibHO MPOBOJIUTH JIH-
I11e Yy MaIi€eHTIB 3 cuHaApoMoM ['yp-
nepa.

5. Hns mauientis 3 MIIC I tu-
IIy 3 BIJICYTHICTIO Ma)KOPHHUX MY-
tanii Q70X 1 W402X y reni
IDUA pekoMeHIYEThCS MpoOBe-
JICHHSI TIPSIMOTO CEKBEHYBAHHS
BIIMIOBIAHOrO I'€HA ISl IOIIYKY
PIOKICHUX MYyTallii, 110 3yMOBH-
JI1 PO3BUTOK 3aXBOPIOBAHHSI.
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H. C. Tpodimona, H. B. OnbpxoBuy, H. I'. 'opoBenko

OINTUMIBALIISA BIOXIMIYHOT TA MOJIEKYJISIPHO-
TEHETUYHOI JIATHOCTHUKU MYKOITOJIICAXAPH-
J03Y I TUITY B VKPATHI

Myxonomicaxapuno3 I tuny (MIIC I) — 3ymoBnenuii fe-
(dinuroM nizocomHoro depmeHTy o-L-igypoHinasu, sikuii Bu-
HUKa€e B pe3ynbTari myramiii y reri /DUA. Metoro pobotu
OyJI0 BUSIBJIECHHS 0COOIMBOCTEH 010XIMIUHOI MIarHOCTUKU
MIIC I tumy Ta BU3HAYEHHS NOLIMPEHOCTI MAXKOPHUX MyTallil
Q70X i W402X y reni /IDUA y nauienTiB 3 Ykpainu. [liarno3
MIIC I tuny OyB miaTBep/pKeHuii y 16 narienTiB. [TokasaHa
3aJICKHICTh 3aJIMIIKOBOI aKTUBHOCTI O-L-igypoHigasu B Jeii-
KOLIMTAX KPOBI BiJl TSHXKKOCTI 3aXBOPIOBAHHS, IPOBEICHA I'€HO-
tunoBo-peHotunona kopemsmis. Myramii Q70X 1 W402X Bu-
SIBIICHI HAMU TUTBKHU Y NALEHTIB 3 )eHOTUIIOM cuHapomy [yp-
nepa, TAMYAcOM SIK y 6 TALlI€HTIB 3 OUTBII JISTKUMH (pOopMaMu
MIIC I Tuny ui MakopHi myTartiii He Oynu 3Haitneni. [Tpose-
JIeHa TIOPIBHSUIbHA OLIIHKA YACTOTHU JOCII/DKYBAHUX MaKOPHUX
MyTaliil y )KUTeTB YKpaiHu Ta B IHIINX €THIYHUX TPYIIax.

Kumrouosi citoBa: Mykorosicaxapuao3, TJIiKO3aMiHOTIIKaHH,
o-L-inypoHinasa, reH, reHOTHUI, aJIellb.

N. S. Trofimova, N. V. Olkhovich, N. G. Gorovenko

OPTIMIZATION OF BIOCHEMICAL AND MOLEC-
ULAR-GENETIC DIAGNOSTICS OF MUCOPOLYSAC-
CHARIDOSIS TYPE I IN UKRAINE

Mucopolysaccharidosis I (MPS 1) is caused by the deficien-
cy of lysosomal enzyme o-L-Iduronidase. It appears as a re-
sult of mutations in the /DUA gene. The most common muta-
tions in the IDUA gene causing MPS I are Q70X and W402X.

The diagnosis MPS I has been confirmed in 16 patients. The
dependence of residual o.-L-Iduronidase activity in blood leu-
kocytes on the severity of the MPS I disease has been stated.
The Q70X i W402X mutations have been found only in pa-
tients with severe Hurler type of MPS 1. In patients with mild
Scheie and Hurler/Scheie types of MPS I the Q70X i W402X
mutations have not been found. The comparative assessment
of the major mutations frequency has been conducted with the
population of Ukraine and other countries.

Key words: mucopolysaccharidosis, glycosaminoglycans,
o-L-Iduronidase, gene, genotype, allele.
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