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JIi30coMHI XBOpOOU HaKOIIU-
yeHHs (JIXH) — 11e Benmukuii kjac
CIIaJIKOBUX XBOPOO OOMIHY pedo-
BHH, KU BKITIO4ae 0113bpKko 60 Ho-
3ojoriyHux ¢opMm [1]. Moneky-
JISIPHI MEXaHI3MHU €TIOMaTOTreHEe3y
JIXH 3ymoOBjIeHI TEHETUYHO JCTe-
PMIHOBAaHUMHU 3MiHAMU (YHKIIO-
HYBaHHS JII30COMHUX (PePMEHTIB,
[0 KOHTPOJIIOIOTH MPOIEC BHYT-
PINTHBOKJIITHHHOTO PO3IIETUICH-
HsI TAKUX MaKpPOMOJICKYJI, SIK TJTi-
KO3aMIHOTTIKAHU, TIIKOJIITAN, TJIi-
komnpoTeinu. edimut ai30coM-
HUX (epPMEHTIB (€K30TTIKO3K1a3)
y namieHTiB i3 JIXH npusBoautsb
JTO HAKOTIMYEHHS B JTi30COMax TJTi-
KOIPOTEIHIB Ta MIIKOJIIIAIB 3 He-
JerpaloBaHUMHU OJIIrOCaxapu/i-
HUMHU JIAHIFOTaMHU 1, K HACi-
JIOK, YTBOPEHHSI BEJIMKOI KUTbKO-
CTI CyOCTpaTiB, HA SIK1 CIIPSIMOBA-
Ha fis eHporiikosunas. Lle mpu-
3BOJIUTH JIO YTBOPECHHS HaJUTHUIII-
Ky MATOJOTIYHUX OJIirocaxapui-
HHX JIAHITIOTIB, SIKI €KCKPETYIOTh-
csl 3 ceuero, 10 Ja€ MOXKJIUBICTh
PO3TIISIATH TIIePEKCKPELII0 OJTi-
rocaxapuiB K OloMapkep IS
JIArHOCTUKH JTI30COMHHUX XBOPOO
HaKOIMUYEeHHs. Ba)kiiuBe Miclie ce-
pexn JIXH mocimaroTh 3aXBOPIO-
BaHHS, 110 CYIIPOBOIKYIOTHCS BH-
pakeHolo ojirocaxapuaypiero [1]
(Tabm. 1).

Haii6iap1 3pyyHuM METOI0M
JIETEKIIil HaUTUIIKY OJIirocaxapu-
JIB y cevi € TOHKOIIIapoBa XpoMa-
torpadisa (TIIX). JocaimkeHHs
oJlirocaxapujiB cedi METOIOM

Tabnuys 1

JlizocomMHi XBOpOOH HAKONMYEHHS,
10 CYNPOBOIKYIOThCS odirocaxapuaypiero [1]

3axBOpPIOBaHHS

| HedexTHuit pepmeHT

Cdoinrouimnigo3u

GM 1-raarmniosumo3

B-TamakTo3umasa

GM2-raurmosnno3 AB
(xBopoba Canuxodda)

I'ekco3amininaza A ta B

[ikomnpoTeino3u

AcnapTHITIIFOKO3aMiHy Pist

AcnapTuiriroko3aMidigasza

Dyko3ua03

a-L-dykozuaaza

o-MaHo3umo3

o-D-dano3ugaza

B-Mano3umno3

B-D-Mano3unaza

Ciamimos Heiipaminigaza
lamakrocianinos Karencun A
XBopoba unmiepa o-N-Anerni-rajJakTo3aMiHigaza

MyKoJii03u

Myxkomimigo3 Ilo, [T, [Ty | N-anetuiritoko3amin-1-pochorpanchepasa

Myxkonoiicaxapuno3u (MIIC)

MIIC I o-L-Inyponimaza

MIIC 11 Inyponart-2-cynbaraza

MIIC IIIA lenapun-N-cynbdaraza

MIIC IIIB o.-N-AneTni-rioko3amininasza

MIIC IIIC o-I'moxo3amin H-anetunrpancdepasa
MIIC IIID N-AneTmiritoko3amin-6-cyibharasa
MIIC IVA N-AuerniranakTo3amiH-6-cyibdaraza
MIIC IVB B-TamakTo3umasa

MIIC VI N-Anerunranakro3amin-4-cyibdarasza

omnoBuMmipHoi TIIX Ha cuiika-
reni OyJio BIepIle BUKOPUCTAHE B
1972 p. 4711 CKPUHIHTY MALIEHTIB
3 aCapTUITIIIOKO3aMiHypi€ero [2].
Lleit meTton B 1975 p. OyB yao-

CKOHAJICHUH 1 BAKOPUCTAHUM JUIsI
JUATHOCTUKH O-PyKO3UA03Y, O- 1
B-maH03um103y (TJIIKOMPOTEIHO-
3u), GM1-ranrmio3uno3y (coiH-
roximino3). [Momanpim Moaudika-
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i1 [bOI'0 METO/Ty CIIPUSIIIN 3aCTO-
CYBAaHHIO HOTo ISl J1arHOCTUKH
OUTBII IIUPOKOTO CIIEKTpa Craj-
KOBHMX 3aXBOPIOBaHb, 1110 CYIPO-
BOJDKYIOTBCS OJIiIrOCaxapHIypiero
[3; 4].

Mertorw Hamoi po6otu OyB
aHaJTi3 eKCKpellii oJlirocaxapuainB
ceui merogom TIIX y mamienTiB
3 JIXH 1711 BCTAHOBIIEHHS! KpUTe-
PpiiB BUKOPUCTAHHS TAHOTO METO-
JIy B XOJI1 CEJICKTUBHOTO O10XiMiU-
HOTO CKpHHIHTY XBopux Ha JIXH.

Marepiaju Ta MeTOIH
JOCJTiIZKEHHS

Marepianom Juis JTOCHIIKEH-
Hs Oyjia 1000Ba ceya IMAIli€HTIB
(1867 0ci0) 3 pi3HHUX pErioHiB YK-
paiHu, SIK1 3BEPHYIINCS 38 KOHCYIIb-
Taiiero B MeauKo-reHeTHYHU I
nentp (MI'LY) 1 LlenTp meTabomiy-
HuX 3axBoproBanb (LIM3) HACJI
«OXMATOWUT» MO3 Ykpainu 3
MiJI03pOI0 HA HASIBHICTH CIIAJKO-
BUX XBOpPOO OOMIHY PEUOBHUH 3a
repion 3 2004 o 2014 pp.

ToukomapoBy xpomaTorpa-
(hiro osmirocaxapuiB 1000BOI ceul
MPOBOJIUIIN HA TUTACTUHAX 3aBJIO-
BKkH 20 cM 3 mokputtam Silica
gel 60 Ha amOMiHIEBIN MiAKIAIII
(Merck). Tlepen BUKOpPUCTAaHHSIM
TUTACTUHY MPOTpiBajid Ha HArpi-
BanibHOMY TipucTpoi YCII-1M nipu
100 °C npotsirom 15 xB. 3pasku
Ha THIX nnacTMHU HAHOCUIIM 3a
JIOTTOMOT' 010 Kamijisipa B KITbKOC-
Ti, ekBiBajieHTHIN 20 MKT/11 Kpea-
TuHiHY (pubau3zHo 10-20 MKIT)
TOHKOI CMYXKOI 3aBJIOBXKKHU
10 MM, OTHOUYACHO TIITPiBAIOYN
IJIACTHHY Ha HATPIBAJIbHOMY TIPH-
crpoi YCII-1M no Temnepatypu
40 °C[3]. Ans mposenenas THIX
BUKOPHUCTOBYBAJIU CKIISIHY KaMe-
py Bucoroto 20 cm. Cucrema po3-
YUHHUKIB, 110 BUKOPUCTOBYBA-
Jacst U IPOBEICHHS aHai3y,
cKjaganacs 3 JbOJSIHOI OLITOBOL
KUCJIOTH, OYyTaHOJIy Ta JC10HI30-
BaHOi BOJAM y CIIBBIIHOIIECHHI
2 :1: 1 BigmosigHo [5]. Sk cran-
napt BukopuctoByBanu 10 %
PO3YMH JaKTO3MW, HAHECEHUH Y
KigbkocTi 10 M. 171 mocsrHeH-
HsI BUIIIOI SIKOCT1 po3/IiieHHs pa-
KI[il, MPOTOHKY Ti€l K MIACTHHU
npoBoauiu ABiui. s Bizyasiza-

uii ppaxuiit onirocaxapuiiB 3a-
CTOCOBYBAJIM OPLUMHOBUI PEArE€HT
(50 mr opruny, 9,5 M €TWIOBO-
ro crupry, 0,5 M1 cipuaHoi KUCII0-
TH), SIKUH HAHOCHUJTU METOJIOM TI0-
ymBaHHs THIX rutactus 3 nogatsb-
M tiporpiBanasM ipu 100 °C no
MosiBM 3a0apBiieHHS [J].

Hns intepnperanii pe3ynbTa-
tiB TIIX omirocaxapumuis y ceui
BUKOPHUCTOBYBAJIM 3HAYCHHS BiJI-
HOCHOT'0O KOe(illieHTa PYXJIUBOC-
Ti 3 JJAKTO300 K pedepeHTHOT
peuoBuHu (R,,.) [6]:

Bigcrans,
SIKY IIPOMIIIA PEYOBHHA,
[0 BUBHAYAETHCS

R, .= -
lac Bincraus,

Ky TIpoiinuia pedepeHTHa
peyoBHHA (J1aKTO3a)

HIBuaKicTh pyxy peHOBUHH HPU
nposeacHHl TILX 3anexuTh Bim
SIKOCT1 pO3YMHHMKA, COPOCHTY Ta
TEXHIKU eKCIIepUMeHTY. [1J1s o11iH-
KU SIKOCTI TIPOIEAYPHU TPOBEICH-
Hs1 TIIX BUKOPUCTOBYBAIU PO3-
paxyHOK a0CoII0THOTO Koedirie-
HTa PYXJIMBOCTI pedepeHTHOI pe-
4oBUHH (R)) [6]:

Bincrans,
SIKY Tpoiiia pedepeHTHa
peyoBHHA (J1aKTO3a)

R.=— .
T Bincrans, sky mpoimos
(GPOHT pO3UMHHUKA

[Tin yac anamizy pe3ynbTaTiB
HE BPAXOBYBAJIHCS 3pa3KH, Y SKUX
3HAYEHHS R,JIAKTO3U CTAHOBUJIO
Menire 0,28, TOMy IO 3a TaKuX
YMOB HEMOJKJIMBO Bi3yalli3yBaTH
Ta BIPHO iIeHTU(IKYBaTH BCi Ppa-
KIIi1 oirocaxapw/iB.

PesyasTaTu gociaimkenns
Ta iX 00roBOpeHHs

IToxa3zaHHSIMHM 10 BUKITIOUCH-
ust JIXH, nos’s13aHux 31 3011b-
IIEHHAM EKCKpellii oJlirocaxapu-
IiB, Oysia HasIBHICTD y MAIli€HTIB
TaKUX CUMIITOMIB, SIK TIOPYIIIEH-
HSI TICHXOMOTOPHOTO PO3BHTKY,
YCKJIATHEHOTO ypaXKEHHSIM BHY-
TPIIIHIX OpraHiB (opraHoMera-
JIisl HEBU3HAUYCHOI'O T'eHe3y), Ia-
TOJIOTisI OpTaHiB 30py, KICTKOBOI
CHCTEMH, HaASIBHICTH crenudiu-
HOi 30BHimHOCTI (Tpybi pucu
o0mmyus) [7].

OLiHKY CIIeKTpa oJlirocaxapu-
niB ceui MetogoM TLIX y namien-
TiB 3 miro3poto Ha JIXH (1867 ocio)
MIPOBOIMIIN Y TTOPIBHSHHI 31 3pa3-
KaMU XpOMaTOrpaM 3I0POBHX OCIO
BIZIMOBITHO1 BIKOBOI KaTeropii y
KOKHOMY JTOCHi/KeHHl. Y 87 ma-
IIEHTIB, 13 BCIX 0OCTEXKEHMX, OYIIO
BUSIBJICHO TMATOJOTIYHI (pakiii
oJirocaxapuiB, SIKi HE Tparuis-
JIUCS Y 3JIOPOBUX OCIO BiMOBIA-
HOI BIKOBOI rpymu. [leraiapHo mpo-
aHaIN3yBaBIIN JIaHI KIIHIYHOTO
0OCTEeKEHHSI, 1M MallieHTaM 0y-
JIO TIPOBEICHO EH3MMO/IIarHOCTH-
Ky JUISl TIATBEPDKCHHS A1arHO3y
IIEBHOI JII30COMHOI ntaToJorii. [ia-
rHo3 JIXH migreepmkeno y 71 ma-
uieHTa (tabi. 2).

Amnani3 pe3yiabtatiB TLX ogti-
rocaxapy/IiB y IAIli€HTIB 3 ITITBEP-
JokeHuM Jiarno3om JIXH mo3Bo-
JIUB OLIIHUTHU CIEKTpP creuudiy-
HHUX OJlirocaxapuaHuX (pakiiii,
XapaKTEePHUM IS PI3HOI J1i30C0-
MHOI IMaToJjIoTil, 1 Ha OCHOBI IHO-
o aHajli3y BU3HAYUTH KPHUTEPil
CEJIEKTUBHOTO BiJI0OPY MAIIEHTIB
i3 JIXH, 1mo cynmpoBOIKYIOThCS
ojirocaxapuaypiero.

Ha puc. 1 nmokazano ¢gparmen-
™ THIX mnactun 31 cnekTpamu
0JIiIrocaxapuiB, BUSBICHUX Y I1a-
IIEHTIB 3 MITBEPIKEHUM JiarHO-
3oM JIXH.

AHai3 crieKkTpa oJlirocaxapu-
JIiB, 110 BU3HAYABCS Y TAIIEHTIB
3 maTBepIpKeHNM iaraozom JIXH,
MIPOBO/IMBCS Y TIOPIBHSHHI 3 KOH-

Tabauys 2
JlizocomHi XBOpOOU HAKONMYEHHS,
BHSIBJICHI Y Mali€HTIB
i3 maTo/I0riYHOI0 Oirocaxapuaypicro

Kinexicrs
3axBOPIOBAHHS S
MaIicHTIB
MykomnoJticaxapuao3 30
IT (MIIC II)
GM 1 -raurmios3nmos 20
Myxomnomicaxapunos I 17
(MIICI)
Tamaxkrocianinos 1
Cianinos 1
o-MaHno3umo3 1
Myxkomnomicaxapuuos 1
IVB (MIIC IVB)
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2 3 4 5

6 7 8 9 10

Puc. 1. 3pa3zku ToHKOmAapoBoi xpomartorpadii oxirocaxapuais cedi
TMAIEHTIB 3 JIIBOCOMHUMH XBOPOOAMU HAKOMUYECHHS: [ — CTAHJAPT JIAKTO-
3u; 2 — GMI-raHrmos3nao3; 3 — rajakrociammos3; 4 — ciamigos; 5 —
a-mMaHo3uno3; 6 — MIIC I; 7 — MIIC II; 8§ — MIIC IVB; 9 — 3ap0poBa
JUTHUHA 10 TIEPIIOro POKY KUTTs; [0 — 310poBa IUTHHA 6 POKIB

TPOJBHUMU 3pa3KaMu cedi ocid
1o 1 poky xutTs Ta crapiue 1 po-
Ky IUTs BUKJTIOUCHHS (pi3ionoriy-
HOI ojirocaxapuaypii miTei pi3-
Horo Biky [8]. Yci maumieHTH 3
GM 1-ranrmo3ug030M Ta rajak-
TOCIaliJ030M HA MOMEHT 00cTe-
JKEHHSI MaJIM BiK J10 1 pOKY, TUM-
4aCOM SIK MAIIIEHTH 3 TATBEP/IKE-
HuUM paiarnHo3oM iHmux JIXH nHa
MOMEHT OOCTeXeHHSI OyJu cTap-
e 1 poxy. Tomy 3nauenns R,
JUIS BUSIBIIGHUX Yy TIAIIE€HTIB (pa-
KIIiif oJlirocaxapuiiB NOPiBHIOBA-
71 31 3HAYEHHAM R, ppaKuiii, xa-
paxTepHux ajs (iziogoriuHOi
oJlirocaxapuaypii y miteit Biarmo-
BIIHOTO BiKYy (Ta0I. 3, 4).
CnekTp (paxiiiit oirocaxapu-
JIB ceyl y 3pa3Kax MaIlleHTiB 3
JIXH Ta ix 3HaueHHs R, 3HaAYHO
BIZPI3HSIIOTHCS BiJI 3pa3KiB 310pO-
BHX 0Ci0 Pi3HOI BIKOBOI KaTeropii,
10 /1€ 3MOTY BUKOPUCTOBYBATH
meton THIX omirocaxapumis ceui

IU(IYHAX TATOIOTIYHHX (paKIIii
osirocaxapumiB. Tak, y maiieHTiB
13 GM 1 -raHrmo3ua030M, rajgak-
tociammo3zom ta MIIC I, I1iIVB
tuniB Ha THIX mmacTuHi Bizyati-
3yBaJIMCS XapaKTepHi 100pe 3a0a-
PBJICHI TPYIIH ITATOJIOTIYHUX (pa-
KL oJlirocaxapuiiB 31 3Ha4YEH-
HAM R,,.<0,15, 10 BiIMOBIIAIOTH
Ba)XKHUM JIOBTOJIAHITIOTOBUM OJTi-
rocaxapuiaaM, iIMOBIpHO TeIlTa-
Ta oKTacaxapujam, BIICYyTHIM Y
3I0pPOBUX OCI0 yCiX BIKOBUX T'PYIT
[3]. ITpoTe BUsBIEHI y LUX Malli€-
HTIB CIIEKTPHU OJlirocaxapuiiB
Oynu moaiGHI OUH 10 OJHOTrO,
10 HE JaBajio 3MOTY PO3PIZHUTH
111 3aXBOPIOBAHHS MiXk CO0OT0.
OTtxe, metoa TIX omiroca-
XapHiB cedyl Ma€ TOCUTh BEIIUKY
JIaTHOCTUYHY 3HAYYIIICTh s

Tabauys 3
3uauenns R, ¢ppaxuiii
ojirocaxapuaiB cedi y namieHrtin
i3 mi3ocoMHIME XBOpoGaMu
HAKONMUYeHHs 10 1 poky

KonT- GM1- lanakro-
poJIb (10 | raHrTio31103,| clajiios,
1 poky) n=20 n=1
0,86-0,90 — 0,90
0,69-0,76( 0,69-0,71 0,69
0,63-0,68 — —
0,55-0,63| 0,59-0,62 0,59
0,47-0,50( 0,49-0,50 0,49
0,36-0,42| 0,40-0,42 —
0,29-0,33| 0,30-0,33 —
0,20-0,28 — —
0,15-0,21 — 0,19
— 0,11-0,12 —
— — 0,08
— 0,043-0,047 [ 0,046

Ilpumimra. Y Tabn. 3, 4: BuaiIeHO
(bpaxuii, siKi He TPAIUISIFOTHCS Y 3[0POBHX
oci0 BiANOBIIHOI BiIKOBOI KaTeropii.

MEePBUHHOI JIarHOCTUKHU 3aXBO-
proBansb 13 rpymu JIXH, aje € mes-
Hi 0OOMEXEHHSI Y BUKOPHUCTAHHI
rioro st AudepeHLiiHOI TiarHoc-
Tk JIXH y 3B’3Ky 3 Hioro He-
crnenu(iyHICTIO HI0A0 OKPEMHUX
HozoJorii. [TaTonoriuni ppaxuii
rernTa- Ta OKTacaxapHIiB € CIiIb-
HUMH JIS KIJIBKOX JI130COMHHUX
3aXBOPIOBAHb, TOMY ITPH BUSIBJICH-
Hi OCTAHHIX MO>KHA JIMIIIE 3aI1i/10-
3pUTH HasBHICTG y nanienTta JIXH.
VY Oynp-sikoMy pasi, JTaHHI METOT

Tabnuys 4

3nauenns R, ¢ppaxuiii onirocaxapuuis ceui
y Nai€HTIB i3 JTi30COMHUMHI XBOPOOAMHI HAKONMMYEHHS cTapiie 1 poky

JULA CENIEKTHBHOTO GIOXIMIMHOTO | KOHTPOML | iy s | Manosiios,| MIICT, | MIICTI, |MIIC IV,
CKPHMHIHTY MALEHTIB 3 Mi103POI0 (crapuue n=1 =1 n=17 n=30 n=1
Ha JIi30cOMHY marooriio. Tak, y 1 poky)

MAIIEHTIB 13 ClaJIiI030M CIIOCTEPi- 0,87-0,91 _ _ _ _ _
rajiacsi HasiBHICTh CHeIu(iuHIX - 0.75 0.70 0.69-0.71 o .
(bpakiiiit omirocaxapuis y perio- 0.53-0.63 o 0’ 58 U B B

Hi R,;,. 0,20 Ta 0,75 3a BigcyTHOC- D ’

Ti OyIb-SIKUX 1HIMHUX (Qpakiiii. 0,47-0,50 - 0,49 _ - 0,47
IIpu oi-maHO3M1031 peecTpyBaia- — — 0,38 — — —

€S eKCKpeLlis 1iI01 HU3KH PIZHUX 0,34-0,42 — 0,35 0,36-0,38 | 0,36-0,38 0,34
3a PYXJIMBICTIO OJIirocaxapuIiB 31 0,20-0,28 — 0,28 — — —
3HavyeHHsAM R,,. Bin 0,043 1o 0,7, 0,15-0,21 0,20 0,20 _ 0,20-0,21 _
10 HEXapaKTEPHO IS 37I0POBUX o _ 0,11 o o o
oci0 crapioi BikoBoi rpynu. I1po- - . 0.08 0.07-0.09 | 0.07-0.09 | 0.09
te He Bci JIXH xapakrtepusysa- ’ T T ’
JIUCS HASIBHICTIO YHIKAQJIBHHX CIIe- _ _ 0,043 _ _ _
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Jla€ 3MOTY 3HAYHO 3BY3UTH IpyIy
MOIIYKY MAIII€HTIB ISl TPOBEICH-
HSl HACTYITHOT'O A1arHOCTHYHOTO
etamny. B ycix Bunajkax BUsIBICH-
HSI TIIBUIIIEHOT €KCKPEllii MaToJI0-
TIYHUX OJIIrOCcaxapuiB 3 CEUCIO
00OB’I3KOBUM € TIPOBECHHS TTiJI-
TBEPKYBAJIBHOI JIaTHOCTHKH 3
BUSIBJICHHSIM ITEPBUHHOTO O10XIMiY-
HOTO NeeKTy, SIKU MPU3BIB 10
HArpoMaJHKEHHS 1IUX METaOOJTITIB.

Taxum unnoMm, TIIX oiroca-
XapyuaiB ceui € JOCTYIMHHUM JUIS
IIMPOKOTO BUKOPHUCTAHHS B CIIe-
iaJII30BaHUX J1a00paToOpisIX Me-
TOJIOM, IO JIO3BOJISIE BUKOPUCTO-
BYBATH MOTO /T 4aC CEIIEKTUBHO-
ro 0I0XIMIYHOTO CKPUHIHTY XBO-
pux Ha JIXH, sKi cynpoBoKy-
IOThCSI OJIiTOcaxapuaypi€eto, i, K
HACJIII0K, 3HU3UTH WMOBIPHICTH
XUOHOI JIIarHOCTUKHU CIAaJKOBUX
3aXBOPIOBAHb 1 OLTBII pallioHaJIb-
HO 3aCTOCOBYBAaTH BHCOKOBapTIiC-
HI METOIM ITIATBEPIKYBaIbHOI [i-
ArHOCTHUKH.

Bucnosku

1. Omirocaxapuaypisi, 3yMOB-
jgeHa pizHuMu popmamu JIXH,
XapaKTepPU3Y€EThCS HASIBHICTIO CIIe-
nupiyHUX Gpakiiil onirocaxapu-
JUB y cedl, sIKI He TPAIUIIIOThCS y

3I0POBUX OCI0 BiJIMOBITHOI BiKO-
BOI KaTeropii.

2. OOMeXeHHSIM BUKOPHUCTaH-
Hs metoxy THIX omirocaxapumiiB
€ foro HecnenuiYHICTDh HIOT0
OKPEMHX JII30COMHUX 3aXBOPIO-
BaHb, TOMY IIPU BUSIBJICHHI OJIITO-
caxapuaiB MOKHA JIMINE 3aIiI0-
3pUTH HasIBHICTB y marienTta JIXH.

3. B ycix BuUmaakax BUSIBJICH-
HS TIO3UTUBHUX PE3YJIbTATIB aHA-
JIi3y oJlirocaxapujIiB cedi METO0M
THIX moTpiOHe MiATBEPIKCHHS
JaTHO3Y IUTSIXOM BUSIBIICHHSI TIeP-
BUHHOTO 010XiMIYHOTO 200 reHe-
TUYHOTO Ae(eKTY METOIAMH EH3H-
MOJIIaTHOCTUKH Ta MOJIEKYJISIPHO-
TeHETUYHOI JTIarHOCTUKH.

4. Meron THIX omirocaxapu-
B cedl 1a€ MOKJIMBICTh 3HAYHO
3BY3UTH IPYIY MOIIYKY TAIIEHTIB
3 mio3poro Ha HasBHICTh JIXH 1
TOMY MO OyTH PEeKOMEHIOBA-
HUW 11 BUKOPUCTAHHS ITiJT 4ac
CCITEKTUBHOT'O O10XIMIYHOTO CKPH-
HiHry xBopux Ha JIXH, mo cy-
MIPOBOJIKYIOTBCS OJirOcaxapuy-
pieto.
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H. 1. Munuk, H. B. OnpxoBuu, H. I'. 'opoBeHKO

BUKOPHUCTAHHSA METOAY TOHKOIIAPOBOIT
XPOMATOTPA®IT OJIITOCAXAPUIIB JJ151 CEJIEK-
TUBHOI'O BIOXIMIYHOT O CKPUHIHTY JII30COM-
HUX XBOPOBb HAKOITMYEHH A

Omirocaxapuaypisi, 3yMOBJIEHA Pi3HUMU (POPMaAMHU JTi30COM-
HUX XBOPOO HAKOIUYCHHSI, XaPAKTEPU3YEThCS HASIBHICTIO CIie-
nudiuHuX Gpakuiil omirocaxapuaiB y ceui. Y nauieHTis i3 cia-
JII030M CIIOCTepirajacs HasiBHICTh crienupiyHux Gpakiiii oi-
rocaxapuais y perioni R;,, 0,20 ta 0,75 3a BincyTHOCTI Oy1b-
SKUX 1HIMX (pakuiid. [Tpu o-MaHO311031 BUSIBIISIACS €KCKPE-
i PI3HUX 3a PYXJMBICTIO OJlirocaxapuiB 3i 3HAYEHHAM R,
Big 0,043 no 0,7. ¥V mauientiB 3 GM 1-raHriio3ng030M, rajak-
Tocianino3oM ta mykomnoiicaxapumosom I, IT ta IVB tumnis
MeTO/I0M TOHKoIapoBoi xpomaTtorpadii (TLIX) na ruractuni
Bi3yaJTi3yBalliCs XapaKTepHi, 100pe 3a0apBiieH]I TPy MaTo-
noriyHuX (pakiii onirocaxapuiis 3i 3HaYeHHIM R,,.<0,15, 110
BI/ITIOBIJAIOTH IellTa- Ta OKTacaxXapHIaM.

Metonx THIX omirocaxapumiB cedi Ja€ MOXKIIMBICTb 3HAY-
HO 3BY3UTH PYIY MOIIYKY MAIE€HTIB 3 MiJO3POI0 HA HASIBHICTH
JIXH i Tomy MOe OyTH peKOMEHJIOBAHUH JIJI1 BUKOPUCTAHHS
[T 4aC CEJIEKTUBHOTO 0iOXIMIYHOIO CKPUHIHTY XBOPUX Ha
JIXH, 1m0 cynpoBOIKYIOTECS OJTirocaxapuiypiero.

KuarouoBi cioBa: ojirocaxapian, TOHKOIIAPOBA XpOMATO-
rpadis, oiirocaxapumaypis, J1i30COMHI XBOPOOH.

N. Y. Mytsyk, N. V. Olkhovych, N. G. Gorovenko

APPLICATION OF THIN-LAYER CHROMATOGRA-
PHY OF OLIGOSACCHARIDES FOR SELECTIVE BIO-
CHEMICAL SCREENING OF LYSOSOMAL STORAGE
DISORDERS

Oligosacchariduria, caused by different forms of lysosom-
al storage disorders (LSD), is characterized by the presence of
specific fractions of oligosaccharides in urine, which are not
observed for healthy individuals of the respective age catego-
ry. The patients with sialidosis had specific fractions of oligosac-
charides in the region of R;,. 0.20 and 0.75 with no other frac-
tions present. In case of oi-mannosidosis there was evident ex-
cretion of a number of oligosaccharides, different in their mo-
bility, with the R, value from 0.043 to 0.7, which is not re-
markable for healthy individuals of the older age category. The
thin layer chromatography (TLC) plates of patients with GM 1-
gangliosidosis, galactosialidosis and MPS I, IT and IVB type
had remarkable evident and well-stained groups of pathologi-
cal fractions of oligosaccharides with the value of R;,<0.15,
which correspond to hepta- and octasaccharides, not present
in healthy individuals of all the age groups.

The TLC method of urine oligosaccharides allows narrow-
ing the search groups of patients who are assumed to have LSD,
thus it may be recommended for application in the course of
selective biochemical screening of LSD patients, accompanied
with oligosacchariduria.

Key words: oligosaccharides, thin layer chromatography,
oligosacchariduria, lysosomal diseases.
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