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HOBBIE ITATOTEHETHYECKHE ITOAXOJbI K JIEYEHHIO
IMEPUOJMYECKOH BOJIE3HH W TIPO®UJIAKTHUKE AMHJIOMIO3A

ITepruonnuyeckas Gosesnr (I1B), mam cemeiinas cpeaH3eMHOMOpCKAas
JIAXOpajika ,MMeeT 3HauHTeJbHOE pDacnpocTpaHeHHe B Hallel pecnybiuke
H B JIPyrHX DerHoHax MHpa, B OCHOBHOM OpelH €BpeeB, apMsiH H apabos.
ITo cospemennbiM npelcrasieHnsyv [1B sBasercs HacaeacTBeHHHIM 3a60-
JIGBAHHEM C AYTOCOMHO-DEIeCCHBHHIM THIOM HACJeJCTBEHHOCTH M HeBHIfiC-
HEHHBIM TNEPBHYHEIM TeHeTHUecKHM JAedektoM. M3BecTHO, 4TO reHeTHye-
CKHe HAapyIIeHHSi B 3HAYHTEJbHOA Mepe KacaloTCs H3MEHeHHHA reHeTHue-
CKH KOHTPOJHDYeMbIX ()epPMEHTHHIX CHCTEM.

[1b xapakrepusyercs G0JIeBBIM H JHXOPaJOYHHIM CHHAPOMamH, B OC-
HOBE KOTOPBIX JIEXKHT BOCHaJleHHe Cepo3HbiXx obojouek. Baxknyio poar B
BOCMNAJHTEJbHEIX PEaKIHAX OpPraHH3Ma, KaK H3BECTHO, HNDaeT COCTOSIHHE
MeMOpaHHOH NPOHHIAEMOCTH H MeTaboJHYeCKOll aKTHBHOCTH KOJJIAreHOB.

B Hacrosme#i pabGore Mm H3ydanau aktuBHOocTh NADPH-3aBucumoit
IJIyTaTHOH-PEAYKTa3bl, aKTHBHOCTb o -aHTHTpuncuHa u JHK-asp, a Tak-
JKe co/iepKaHHe INpPOAYKTOB OKHCJEHHSI JIHNHIOB BO BpeMs PEMHCCHH H
npucrynoB 1B # mpu OCHOXHEHHH aMHJIOHL030M.

KomniiexcHOoe HCClel0BaHHe AKTHBHOCTH (epMmeHTOB OHIJIO TNpoBe-
neHo y Goabnbix 1B, HAXOAMBIIHXCS HA CTAaNMOHADHOM JIEUSHNH B Tepa-
nesruueckux otaenenusx I u VIII xaunuueckux Goasuuun EpeBana. Boub-
Hele OplE B Bo3pacre or 16 no 40 Jner, w3 Hux 48%—KeHuHB, 52—
MY KUHHBL :

Axrnerocts NADPH-saBHCHMON  IMyTaTHOH-PeAyKTassl B KPOBH ONpefeNsiid 1O
merony Hosoda u Nakamura [8]. 3a egununy aKkTHBHOCTH (epMEHTA NpHHHMAJNH KO-
JIHYECTBO (hepMenTa, HEOGXOXHMOe JJisi BOCCTAHOBJEHHS | MM OKMCJIEHHOro riyTaTHOHA:
Ipoxykrer IIOJI B KpOBH ONpeje/eHH ¢ NOMOMBI PeakmHH ¢ THOGAapGHTYPOBOK KHCJIO-
Toit (Moxndmkanus 3. H. KopoGefinnkoa) c o6pasosanmem MJIA (wmors/ma) [3].
C.)-aHTHTPHNCHH B CHIBOPOTKE KDOBH OmpefeneH TypOHAHMETPHYECKHM MertoioM [2].
AxrusHOCTE KHCHOR ¥ menounoft JHK-ask B CHBOPOTKE KPOBH ONPENGHSIH 10 METOAY
Schneider et al B mopudpukamur JI. ®. Amuramosa [1]. 3a-eaHHHIY aKTHBHOCTH HYK-
Jieaskl NPHHHMAJH KOJHYecTBO (epMeHTa B | MA CHBOPOTKH, CHOCOGHOE BHI3BATH BO3-
pacranne ONTHYECKOR niOoTHOCTH npH 260 #m mHa 0,1 €0 SKCTHRKUMH B YCJOBHAX ONHTA.
Akrisrocts kHeaoft JIHK-asel B Jnmdouurax m mefirpodHaax OgpefielfiiH 1O METOAY
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'Schnélder, Hogeboom B momudakausn JI. H. Maryasckoii i coaTopoB [5]. AKTHBHOCTH
.()epMenTa ONEHHBAJH NO PpASHHIE ONTHYECKHX NOrJOIIeHHit ONBITHOM H KOHTPOJBHOM
npo6H, BHpaxas ee B ed ONTHYECKOA MJOTHOCTH B MNeEpecuere Ha 106 xaerok (taba. 5).

Ormeueno, uto aktusHocts NADPH-3aBHCHMOM  IJYTaTHOH-pEAYK~
Tasn y Goashpix I16 (Bo Bcex ee (hopMax) OIHHAKOBO MOHHXKEHA, MO
".CpaBHEHHIO co 3KOpOBWMH Johopamu. Kax Buaso u3 TaGna I, nanioe
TIOHHXKeHHe AKTHBHOCTH (pepMeHTa ycyryG/seTcs BO BpeMs MpHCTyna
TNB (npu6ansuTe/bHO B TPH pasa) H OCTAeTCs HAa HH3KOM YPOBHe NpH
OCJIOKHEHHH GoJie3HH aMuiouao3oM. [IpHBeleHHble JAaHHble YeTKO YyKashbl-
BalOT Ha CcylecTBOBaHHe AeeKTa rAyTATHOHOBOH CHCTEMBI, T. €. OKHCJIH-
TeJIbHO-BOCCTaHOBHTENbHOM chcTeMbl y GonpHbix I1B. Tak kak rayratuos-
PeAyKTa3a HMeeT BaxKHOe 3HaueHHe A HOPMAJbHOH (yHKIHH membpan,
-CHHXEHHe ee CBHJETeJbCTBYeT O HapylWleHHH (QYHKUHH mem6paH. 3To
NOATBEPXKNAeTCs NAHHLIMH, NpPHBEAEHHHIMH B TabJ. 2, KOTOpHE CBH/e-
TeNLCTBYIOT 0 Hakonsennn mpoaykros ITOJI B xpoBu y Goabhuix I1B
KaK B MEXNDHCTYNMHOM TNEpHO/E, TAK H BO BpeMsi NMPHCTYNoB (ocobeHHo
NPH YacTHX NpPHCTYNax—TpH-YEThPe pasa B MECAL) H NpPH OCIOKHEHHH
amunounosoM. Takum obpasoM, y GoapHeix I1B oGHapyxuBaercs ycHie-
HHEe OKHCJHTEJbHHX NPOLECCOB, HAaKONJEHHe NPOAYKTOB HEMNOJHOro Cro-
PaHHS JIMMHAOB M MNOBBLILEHHEe MeMOpaHHOA NDOHHLAEMOCTH KJETOK.

Hamn onpesensnace Takke aKTHBHOCTb j-AHTHTDHICHHA C UEJABKO
BLISIBJIOHHS €ro KoJiHyecTsa B KpoBH y Gosbuuix I1B. Buisicheno (raba. 3),
4T0 y GoabHeix IIB uMeer mecTo NOBHILIEHHE CONEPXKAHHA TPHICHHA,
‘BO3PACTAIOLIEr0 BO BpeMsi NPHCTYNOB, OCOGEHHO Yy GOJBHBIX C YaCTEHIMH
TIDHCTYNaMH.

Hcxons u3 toro, uto I16 no 40% caydaes OCHAONKHAETCH aMHJOH-
Z030M, MBI COWIH HEOOXOJXHMBIM H3yYHTb NPHPOJY TIeHEeTHYEeCKOro Je-
‘pexTa, NPHBOAAIIEr0 K NATOJOHYECKOMY CHHTE3y aMHJOHIHOro Geika
(Gemox SAA, nepexopsmuii B Gesok AA B amuioHZe). YUHTHIBas, 4TO
Genmox SAA cHHTeSsHpyeTcsi B KJETKaX NEYEHH, CEKPETHPYeTCs HMH B
KPOBOTOK [7], COAEPXKHTCA TOJBKO B NOJHMOP(HOXMIAEPHBIX JEHAKOLH-
Tax (rpaHyJONHTaX) H €ro CHHTe3 OJOKHPYEeTCs CeKPETOPHBIMH SAaMH
(xonxunun) Hamu OHJIO NpeANpHHATO H3yueHHe axTHBHOcTH JIHK-asm
B CHIBOPOTKEe KpOBH (Tabs. 4) u B Hefitpoduaax (rabin. 5) y GoabHEIX
T1B Ha pasHeix sranax €€ pasBHTHA.

Kak suaHo us Tabn. 4 u 5, HaGmonaercs peskoe MOBHILIEHHE
JHK-asHo# aKTHBHOCTH Kak B CBIBODOTKE, TaK M B HeHATpodHJaX, INpH-
BOAsllee K HAPYIIEHHIO ‘GeJIKOBO-CHHTETHYECKOH (YHKIHH KaIeToK. Bo
Bpemsi npHcTyna, H ocobeHHO mpH ocaoxHeHHH [1B ammuiaoumosom, obHa-
Py¥XHBaeTCsl peskoe mnoBuilleH#e akTHBHOCTH [IHK-asw, npusoxsuee k
HapylleHUI0 penapaTHBHOro cuHresa JHK. :

Takum o6pasom, NoJyuYeHHHle HAMH JaHHBlE NPEACTABJSIOT ONpele-
JIeHHBI/i HETEpeC INs OOBSOHEHHS HEKOTOPHIX MATONHOMOHHYHBIX MexXa-
HH3MOB Da3BHTHH aMHJIOHJ03a, HAa OCHOBAaHHH KOTOPBIX MOXKHO NpeANoJo-
KHATh, uTO y GombEmix 1B umeercs rumepokcuaauus, xoropas ycyry6-
JIETCH BO BPeMs NDHCTYNOB M NpPH OCJOXHEHHH aVMHJOHI030M B NepBof
cragun. Tlpu sTom Hapymaercs penapamuBHBI cHHTe3 Genka, NPHBOAS-
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Tabanna §

Axvusnocrs NADPH-3apuceEMOR rayTaTHOHpeAyKTasH B Kposr Goasmux I1B

AxthBHOCTH (ep-

Fpynna wccaexyessx n MeHTa, edjMA

Koarposs 10 - 0,760,052
P<0,001

b6 sHe nprcryma 12 - 0,36+0,085
P<0,01

Yacral HCTY I 16 0,26+0,046
i P<:0,001

Auxnnonaos | crazuu 10 0,2 +0,065
. P<0,001

Tabamna 2

Copepxanre npoaykros IIOJI B kposn npx IIB

Tpynna mccacnyewsx

MIA, nxonrs/sa

Konrpoas
IIB sKe mpmcTyna
Yacrue npreryns

AuMuaonno3 I craauu

10
12

16

3.69-+0,14
P<0,001

5.1 +0,08
P<0,001

7.3 +0,12
P < 0,001

6.2 -+0,068
P <0,001

Tabauna3

‘Cosepxande o,-auTHTPHNCHHA B CHBOPOTKe KposR npr IIB

a,-aHTHTPHIICHH,

Tpynna mccaenyemmx n 2/a
Komrpoas 16 3.24--0,82
P<0,001
TIB sHe mpmcTyna 12 2,710,128
P <0,001
YHacroe npreTynu 16 1,86+0,15
P<0,001
Ocrowuenne aMRIORZ0O30M 10 2.2410,21
I cragam P<0,001
TaGaana 4
Axrrsrocts kHcioR B wenounok JHK-asw B cuBOpoTKe XposH GossEux I[16
JAHK-asa IHK-asa
Tpynna scclenyeusx 1 KHCAa® | mexowsas
Koutpoas 12 3.419,12 2,%+0,09
: P<0,001 P<0,001
16 BHe mpucTyna 10 4,1+-0,08 | 2,7 40,13
P<0,01 P<0,05
Yactue npueryns 16 5,740,15 | 3.65+-0,04
P<0,05 P<0,001
Ocxoxienne aMu)>“ao- 10 4,8+40,06 | 4,6 0,11
a0m | cragum P<0,01 P«<0,01
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mEf k CHHTeSy martoJorHueckoro Genka SAA, npemwectsennika Geaka
AA, BXOAsIIEro B COCTaB aMHJOHAHOro Oenka.

TlosyuenHHe HaHHHE NOKA3HBAKT HPABHJIBHOCTH - HA3HAUEHHS KOJ-
XHOHHOTEpanHH KakK GasHCHON Tepamud, NpeAOTBpaulalollel aMHJIOH/O3,
" 7ag Kak KOHIHTpamus Genxa SAA B mosuMOPHHOSNEPHBIX JeHKOUHTAX
Jo 14 pa3 BHIE €ro KOHUEHTPALHH B CHBIBOPOTKE KPOBH, a KOJXHIHH
GloXupyer €ro CHHTe3 B NOJHMOD(GHOAAESPHBIX KJIETKaX. Heob6xoaumo

TaGauna 5
AKTHBHOCT KHCJIOH IHK-asst B auMponurax u wefirpoduaax npu I1B

AKTHBHOCTb KHCACH
JHK-asu
Ipynna HiCAexyeMbix n
ruMpOUMTE |HeliTPO pHAn
KonTpoab 12 |0,496+0,073|0-,565-+0,067
3 : P<0,001 P<0,001
B npHcTyna 10 (0,69 -+0,09 (0,50 0,12
A ¢ P ~0,001 p<0,0!
YacTpie OPHCTYNH : 16 0,76 +0,12 (0,61 0,24
: el 7 P<0,05 P<0,0}
Aumnaonnos I crannn 10  [0,885+0.148/6,68 —+0,07
P<0,001 P<0,0.1

HNOAYEPKHYTh BAXKHOCTh NpPHMEHEHHS TaKkKe aHTHOKCHAAHTHON Tepanuy
GomsEmx 1B xak B measx npoduiaktaku mnpuerynos I1B, Tak u aas
SaMelJIeHHs aMHJOHIOTeHe3a. B KOMIVIeKCHYIO Tepanui Mbl DeKoMeH-
Iyem @kawoudts BuraMuHel C, E, MerTHoHHH, a Takke aHTH(]ep-
. MeHTHHE npenaparsl (KOHTpHKalJ, TrOpJOKC). YKasanHoe KOMOHHHDOBaH-
- Hoe JieYeHHe SBJAsSETCS . 9((PEKTHBHHIM METOJA0M NpPO(pHIAKTHKH NpPHCTY-
noB ® ocjaoxHesHs [IB aMHI0HZ030M.

Kadenpa nxy-rpemmx Gosesnedr Ne 1
EpeBaHCKOro MeAHIHHCKOr0 WHCTHTYTA Nocrynuaa 1/VI 1990 r.

k. b. bmqurbpjwt, . U. Uwdplnbjmt, % U. Zwinpjmb

QUPALPONTLY ll“lmﬂ'ﬂbﬂ'&llb RNRGULL b UUPLOPHNGL WULERAPNGUDLL LAP
WhSUUALULL UNSLENRULLL

Vwppbpuilyul Spfuhgmfyudp whdwhy Sno meunclloanfpafby E pfogfrbh-

vl opufipugdmli wpnghulilpft dwubnlgny opny phpdhlmbhpl  whjmfiuloce-

510;7:,_1, npnbip phpnul i pygufunuifughh  udgihghphmPoul  popdpug-
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Nwnul hmufplby £ bl VuB-raquphle wlmpofnfymbip b wypmgogdh; £

bndybplimBRmbbpl spnfewhumlmPruh ghPblpnp wnljo g f g Uunugefiud

wifyuibph Sfdwlh fpw: wnwguplfby ki whonwdbulwh poddwh JhBaghbpe
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E. Ye. Nazaretian, R. S. Mlmiko‘nlan..(l. S. Hakopian -

New Pathogenetic Approaches to the Treatment of Periodic Disease
and Amyloidosis Prophylaxis

in has been studied the activity of some ferments, participating In
the process of lipids oxidation and resulting in the increase of membra-
nous permeabillty in patients with perlodic disease.

The study of DNA activity revealed the presence of a defect of the
nucleinic acids’ exchange. On the base of the obtalned results the met-
hods of pathogenetic treatment of this pathology are suggested.
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AKTHBHOCTb HIEJIOHHOHK H KHCJIOM ®OCOPATA3 B CBIBOPOTKE
KPOBHU IIPY ABJIOMUHAJIbHOMI ®OPME TIEPHOJWYECKOHR BOJIE3HH
W HEKOTOPBIX OCTPBIX XHUPYPIMYECKHWX 3ABOJIEBAHHSX
BPIOIITHOH - ITOJIOCTH

HspectHo, uto mpHCTyn abxoMHHaAbHOX (opMH nepHOAHYeckoR 6o-
sesid (T1B) no cBoel K/IHHHYECKOH KapTHHE CXOX C HEKOTODHIMH - OCT- '
PHIMH XHDYPrHYeCKHMH 3a00/eBaHHAMH OpIOUIHOH WOJIOCTH, BCJEICTBHE
sero Goznee 50% GosbHBIX NOABEPraloTCs HEOGOCHOBAHHOMY XHpPYprHYe-
CKOMY BMEIIaTeNbCTBY, HEPeAKo NOBTOPHOMY. Pesy/bTaTh H3yueHHs aK-
tHBHOCTH Wiesounofi (LI®) u xucaoi (KP®) docharas B ceBOpOTKe
KpPOBH Yy STHX OOJBHHIX ™MOryT OHTh HCINOJB30BAHH B Ka4YEeCTBE = BCIO-
MOraTeJIbHOoro Merojaa AHQ(epeHNHAaNbHOA THANHOCTHKH 3THX 3aboJe-
BaHu#. JIuTepaTypHee AaHHBE OTHOCHTEJbHO .akTHBHOCTH K® B CHIBO-
poTke KpoBH Goaphuix IIB Becema orpaHnyeHs: [4], a Bompock KTHB-
nocth 1P He ocBelmens.

B renese IIB umeer MecTd) NOBBIUEHHE AaKTHBHOCTH JH30COMAJb-
Hpix  GepmenToB—III® u K®, xortopble Kak OGHOJOTHYECKH AaKTHB-
Hbhle BEIeCTBa SABJAIOTCA COCTABHBIMH .. 3/IeMEHTaMH HeATPO(HUIBHEIX
JefixouuToB [2]." PasHeIMH aBTOpaMM HcCJelOBaHA AKTHBHOCTb STHX
(epmeHTOB B He#Tpoduiax ,MuMQONHTAX. YCTAHOBJEHO, 4TO y GOJBHHIX
I1IB B 3aBucHMOcTH OT (ha3nl 3ab0JeBalHsi BHISABJISETCH ONpeNeJeHHAN
nuHaMuka axteBEOCTH LII® n K® B melitpoduiax. AKTHBHOCTH JaHHBIX
¢bepmenToB B KaAeTKax Hab/I0NaeTCst TOJBKO Ha ONpEeAeJeHHHX CTaAHsX
auddeperunposkn Hefitpopuaa. MakcuMansnas akrusHOocTe K® 06Hapy-
JXHBAeTcs B CTajHH TPOMHEJIONHTE, & IH®—na craaun HaJIoYKosAep-
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