cTarcpol AuQepeHuiiinicTio, a TAKOXK y OKpeMHX cuepmaTosoinax oauns. OBrosopioioTbest
NCPCMCKTHBH BHKOPHCTAHNS HeiHBA3HBHHX METOAIB ANd BH3HAYEHIUS CTaTi BUYTPiLIHbOYTPOG-
ioro maoay 3a monomorow IWJIP i onirompaiimepis, crenndiuunx aas X- rta Y-xpomocowm.

Summary

The resulls of fetus sexing by polymerase chain reaction (PCR) with different ¥ chro-
maosome specific oligoprimers in chorionic villi samples, amniocytes, in chromosome pre-
paration slide scratchesas well as in maternal blood samples are summerised. Detection
of Y chromosome specific sequences in individual human sperms as well as in persons
wilh phenotypic and genotypic derivations in sex diffcrentiation are carried out. Perspe-

clive for noninvasive intrauterine fetus sexing by means of PCR with X and Y chromo-
some specific oligoprimers are discussed.
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Hn-r axyuwepcrBa H ruuekoaorsn AMH CCCP, Jlenunrpapg Toayyeno 05.07.90

YIOK 577.218.3

T. 3. Usawenro, JI. A, Juswuy, C. A. Femboseran, JI. C. Amoawmii,
M. T. Benowunckne. B. H. T'opéynosa, B. C. Bapauos

CPABHUTEJBHBIIT AHAJIN3 YACTOTHI JIEJTEIIUU F 508
Y BOJLHBIX MYHROBHCIIU/I030M *

Hpu nosown peakyun cnequuteckod amnaupurayun udywena wacrora Ocaequun F508 y
114 Goavneix myrogucyudoson (MB) cesepo-sanadnoi wactu CCCP, 31 —c Yrpaunst,
i4 —uz Moadasuu u 8 — uz Jutser. Ycranosacno, 4ro cpedu Goasusix cmewannod ¢op-
ot MB deacqua F508 sctpewaercs y 65 % nayuenros cesepo-sanaduozo peeuona u y

* PaGora wactiuno ourancupycrest Beemupuoit Opranuzanmed

3,‘1[)8BOOX[121UCHI{H
(I'pant G 3/181/139).

© T. 2. MBAILEHKO, J. A. JIUBUINULL C. A, TEMBOBCKAS, J. C. AMOAIUWMH,
M. T. BEHOXKHHCKHC, B. H. FOPBYHOBA, B. C. BAPAHOB, 1991
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77 % — Yipauru. Yacrora deaeyuu 8 MOAOMBCKOG 1 AUTOSCKOL nonyasyusx., o npedea-
PUTCALHBIM OUHAbLM, 3HaUUTEeAbHO Mersute (20 u 25 % cooreercreenno). Oroao 96 Y Goav-
noix MB cesepo-sanadnozo peauona u 92 % — Ykpaunsr 20M031L20THOL A1b0 ceTepo3HeOT-
Hot no deaeyun F508. Boaee 90 Y xpomocom ¢ desequerd F508 umerwr eansorun 2. 2. 2, 1
Oag noaunoppuoy caiiros KM19, CS7, Mp6D9, XV2¢ cooreercrsesno. [loayuennoie pe-
3YALTATOL UMCOT GANHOE 3HAHEHUC O NOGLINICHUS IPPEKTUBHOCTY NPERATAILHOL # NOCT-
HATQALRON QuaenocTunu MB u sois184CHUS 2TECPO3NSOTHOL0 HOCUTECALCTGLL.

Beenenue. Mykosucunno3s (MB) oTHOCHTCH K UHCAY MOHNOTCHHBIX Machel-
CTBCHHLIX 3a00sicBaliHi ¢ ayTOCOMIIO-PCLURCCHBHBIM THIOM HACJAEA0BAHHA.
ITockonbky xaxkablil 20-it npeAcTaBHTCAL OCJ0A pachl ABJAACTCS IeTepo3H-
TOTHBIM HOCHTCJCM MyTtaHTHOro reHa MB u o,1nn 13 2000 uereit poxpaercs
¢ 3TuM 3aboncsadueM, MB npciactasfsict coB0f CepbesHYIo MeAHIHHCKYIO
H COLKAJLHYIO NpobJeMy BO MIOIMX CTpaltax MHMPa, B TOM 4YHCJE H B lalICH
crpanc {1, 2]. I'en MB gokamnuzosan wa 7-ff xpomocoMe B ofaactu 7q31.
Beieaen psiay JHK-mapkepos, techo cuenjgeniblx ¢ renom MB B Jokyeax
IRP, D7S523, D7S399, BoABAAIOWMX TNOAINMOPOU3IM AJUHLI PECTPUKLHOIL-
uelX ¢parmeHtos (ILAP®). Andacanm »1HX J0KVCOB OGHapyIKHBAIOT BbIpa-
JKCHHOC HEpanHOBCCHOE cuemicHie ¢ MB myraunamu. YCTaHOBJACHO Takxe,
YTO YaCTOTHl 3THX adJenell (ramiotunos) na nopMajdnibix 1 MB+ xpomo-
COMax CYUICCTBCHHO BAPBHPYIOT B PA3JHUHBIX NONVASUUSIX H STIHYECKHX
rpynnax [3]. Ha stom ocuoBanuu BbICKa3aHa MMOTC3a O TOM, 4TO B CeC-
BePO-eBPONCiiCKOll NONYJALHMH CYIICCTBYCT OJHA ACMHHHPYIOULAST MYTalUHst
rena MB, Toria kak B WXHO-eBponefickoil —— ¢cTb o KpaiiHeil mepc ogHA
HJIH HCCKOMBKO Apyrux myTtauuil [3]. B 1989 roay COBMCCTHBIMH YCHJHSIMH
KallaJACKUX H AMCPHKAHCKHX MCCACA0BATCACH y1ajoch HC TOMBKO OCYLIC-
CTBHUTL TOUHYIO MOJEKYJAPHYIO HIACHTH(QNKaunio reia MB, 1o u BblA€JMHTH
cro kKAHK, onpeicanTs ec NCPBHUHYIO CTPYKTVPY, JA€TajbHO OXapakKTepHu-
30BaThL palce HCH3BCCTHBIT MeMmOpaHHLIT 00K Kaacca P-riHKONpOTCHHOB,
HaCJICACTRCHUDIT ACPCKT KOTOPOro M ABJIACTCS HENOCPCACTBCHHON IIPHUH-
ot MB [4]. 2T0T TUIMKONPOTEHIl NOJYYH 11a3BAHHC TPAHCMCMOPAHHOTrO
pervasitopuoro t6eaka MB — TPBMB [5]. Cam rex MB umceer pasmepn
250 Ttbic. nap ocHoBaHH{l (M. 0.) H colepur 26 3ksonos, ero kIHK co-
ctour U3 6129 n. o. [4, 35]. dtumu xc asTopamu B 70 % MB+ xpomocom
Obl1a oOHapyXKCHa OJHOTHIHAs MYTalils, KOoTopas npciacraBasict coboi
Jeacuro Tpex Hykiacoru1oB 10-ro sxzona rena MB. Myrauusi moayuusa
naspande AFS08, Tak Kak NPUBOMT K HCYC3HOBEHHK ((QCHUJIAJaHHHA B
508-m nonoxcenun TPBMB [6]. Yeranosacio, uto y G0gbLIKHCTBA I1aLHCH-
TOB C HCJAOCTATOYHOCTBHIO QYHKUHA  LOUKCAYAOUHOH  2KeJC3bl  MyTailHst
AF508 npHCyTCTBYCT B TOMO3HIOTHOM COCTOsiHMM [6]. OOmapyviKeHO Tak-
e, uro yacrora AF508 Bappupyer B paznuunslx nonvasuuax [7]. Ilpu
sTOM HaluKaeTcst SPKO BBIPAXKCHHBI I'DAJHCHT PacnpeICACHHsS 4acrtor
970l MyTaluul ¢ ceBcpo-3anaia Esponbl na ioro-soctok. B Hacrtosiuicli pa-
BoTe HPUBONTCH pesyiabTaTbl Havyernst yactoThl AFS08 v Gosabubix MB
B HCKOTOPBIX pafioHaX CBPOMciickoli yacTH Hallel CTpaHbl, a TakikKe CUCHJCc-
nus ce ¢ ranaotunamu K aokvecor IRP, D7523, D75399, BBISIBISICMBIX
soniamu (XV2c, KMI9, MP6d49, CS7) mpu MOMOWE MCTO,1& NOJHMCpas-
HOIT HcNHoI peakuuu cuntesa JHK.

Martepnanb u meropbl. McenepoBanne nposeiacio Ha 167 nauncHTax
¢ MB u3z cesepo-zanaanoi yactn CCCP (114), ¥Yxpauns (31), Monjasuu
(14) »n Jluteel (8). Bo Bcex cayuasix KAHHHUecKUI auarHo3 MB noarsepx-
feH GHOXUMHUYCCKHM TECTOM Ila XJOPHABI NMoTa. B 3aBHCHMOCTH OT KJHHH-
4eCKOTO TPOSiBJAEHHS pasjindaji CMelIaHHylo ¢opMmy (Gosee tskenas, ¢
NOpaXKCHUEM JIeTKHX H MOAXKeNVI0UHOI Kese3bl) M JeroyHylo (npeobaana-
HUe JIerouyofl natoqoruu). B kauccTBe  OHOJOrHUYCCKOLO MaTcpHasa
HCTOJIB30BAJH JeAKOUUTHL NepudcpruuccKoil KpoBH 60abHBIX. HacTb HCCIC10-
BaHUI NpoBe/ieHA Ha MaTepuaJe, NoJyueHHOM IJsi NpeHaTaJbHOU JHAaCHO-
CTHKHM OT GCPCMCHHBIX JKCHLIMH TPYNNBI BHICOKOIO PHCKa TOCJEC YCTAHOBJC-
HUSI U BepH(PuKaUMH OHOXHMHYECKMMH MeTojaMH JarHosa MB y mioaa.

Pcakuuio cnenuguycckol amMniauHUKauHH IPOBOAHJH TPH  TMOMOILILH
apTomatuucckoro lukjaepa Perkin — Elmer («Cetus», CIHA) ¢ ucnossso-
BanueM TepMmoduabhoit JHK-nonumepaswr Thermus thermophilus (npous-
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BOJACTBO KoomeparuBa «Ilaoaopoane») B COOTBETCTBHH C paHee ONHCAHHOH
cxemoil  |8). OanuronpafiMepnl (kaskabiit gauHOH 20 HYK/NeOTHIOB)  AJA
avicnuxkanun vaactkos JHK, necymmx nonaumopdHble cadliTel pecTpHK-
iy Jokycos IRP (XV2¢), D7S23 (KM19, CS7), D7S5399 (MP6d49), a tak-
Ke oruronpaifiMcpsl, GJaHKHUpYOWHUe yyacToK aedeund F508 renma MB,
cunresupopanbl HIIK «32usuM» (BuasHioe). [locne ammaundukauuu obaa-
cti jeneunu 508 orbupann asuksoTel {10—15 MKJ), KoTtopEle noapep-
raan suckrpodopesy B 12 %-Hom mnoaumakpunamuaHom rejge ([TAAT) ¢

Tabauuga l
Hacmoma AF508 ¢ pasauuroix pecuorax CCCP
The frequency of AF508 in different population’s of European part of the USSR

T -
Cepe- ‘
po-3a- Vepa. | M i’ ;i.f_Baeq‘_ v M
. | Mon- | E 'KDa- .
Q®opma MB i,f[‘:; :,{Efa Aa?aiﬂ Jlutea dopma MB najHasn :,‘,?; Aagﬁ,, Jiurea
4acTh | éécc'”"
ccep i P
Cvewanunas, % 65 77 33 25 |‘ Jlerounas, 9% 5 — — —
n 228 62 28 16 | n 44

I

JnuHONH pasroHa 30 ¢M H obpabaTeiBajii GPOMHCTEIM 3THAHEM. ¥ ocobed,
He uMewowHux Aesacuuu FH08, Ha sackTpodoperpaMme onpeacasiach OgHa
noJoca, CooTBeTCTRYIOUAas 83 H. 0., ¥V FOMO3UIOT Mo JdeJeldd Obula BHAHA
Takxe oaHa nojnoca — 80 1. 0., a ¥ reTCPO3HroT NPHCYTCTBOBAJIH obe.

IMoaumopousle caittel pectpuxkuun aas JHK-sonpgos XV2e, KMI9,
CS7, MP6d9 onpepeasinn nocje o6paborkd aMNAnGHIUHPOBAHHBIX GparMeH-
toB8  JAHK pecTpHkUHOHHBIMH 3HAOHYVKJeasamu Taql, Psti, Hin6l, Mspl
CCOTRETCTBCHHO M sJcKTpodopesa B 8 %-ucm ITAAT ¢ nocaeaywouefi ox-
PACKOIT BPOMHUCTHIM STHAHEM.

PesyiabTatel sKcnepumedTa o6pabaThbiBajy Mo NpaBHiaM BapHALHOH-
HOH CTATHCTHKH.

PesyabTrarnt u obcyxaenue. Janubic no usvueHuio uactotel AF508 na
MyraHTHBIX (MB+) xpoMmocomax GoabLHBIX H3 Pas3JHYHBIX NONYJSUHI CBPO-
NCHCKOfA 4acTH CTPaHbl npeicTasdensl B Ta6a. 1. Hanboarslas yacrora my-
rauld — 77 % — Habni01aeTcst B YKPAHHCKGH NCUYJASMHE, TOTAa KaK B Ce-
sepo-zanaanoit vactu CCCP uactoTa jtoctosepuo Huxe — 65 % (42=3,25).
BosmoxKiio, B onpeac/AcHHON MCpPC 3TO CBSI3aHO € TEM, YTO YACTh CEBCPHBIX
CaaBstH UMeer VIpo-QHHCKOE NPOHCXOXKeHHe. B 3TOi 3THHUecKofl rpynme
MB BcTpeuacTes pexe H vactora ICJCUHH CHHXKeHa [9].

Yacrora AF508 B Mo/3aBCKOH H JIHTOBCKOH MONYJSIIHSX OKazaaach
IIPHMEPHO OJMHAKOBOH M B CPCAHCM B 2—3 pasa HMIKC, UeM B CJABAHCKOM.
OTtyuacTy, 110-BHANMOMY, 3TO CBfI3aHO ¢ MaJOH BCAHUYWHON BLIGOpOK. BMec-
Te ¢ TeM B OTHOWEHHH MOJAABCKOH MONYJSUHH HAlUH pPe3yabTaThl XOpPOLIO
corJacyoresa ¢ 0606IeHHBIME €BPOieACKHMH AaHHBIMY, YKa3blBAIOIUMY Ha
NPOIpCCCHBHOE CHHIKCHHE yacToThl aeneund FH08 B HanpasieHUH cesep—ior
npH 0AHOBPEMEHHOM YBeJIMYEHHH J0JH HHBIX M}'Ta[ll/]ﬁ reyHa MB, npHBO-
AaniHx K saboaepanuio [7].

Huskas yactota mytauud AF508 B JHTOBCKO/ NMONyJAHHH MOKCT pe-
aJbLHO YKa3blBaTh HA YHHKaJbHbBlE TGHECTHUYCCKHC OCOOEHHOCTH 3TOH 9THH-
YECKOH TPYMOB, 4YTO noATBepxKiaacTca pesyabratamu [IJP®-ananusza
JHK Jiokycos, ¢Bsi3auHbix ¢ reHoM MB autosckoil nonyJsiiun. OQHaxko sTo
NPCANOAOKCHHE UYXKAAETCSI B CEPhe3HOH TpOBepKe Ha 60JblieM KAHHHYC-
CKOM MaTepHaJe, ¢ Xopoluefi 6HOXHUMHYECKOH BepudHKauHell nuarHoza MB.

Ananuz nauubix 1o uacrore AF508 npu pasinHuHbIX KAHHHUYeCKHX dop-
mMax MB (cM. 7abs. 1) TakxkKe noxasslBaeT, 4TO 3Ta MyTallHst 0COGEHHO Xa-
pakTepHa AJs CMellaHHOM (OpMbl, TOrja Xak npu 6ojiee Jerkoil JerouHoi
dopMe oHa BeTpeuaercs JHWEL B 5 %. C1YYaeB W TONbKO B FeTEPO3UTOTHOM
coCcTOsiHHU. BMecTe ¢ TCM YMCCTHO NMOJAYEPKHYTh, UTO HAJHUMe HeHneHTU(DU-
IUPOBAHHBIX MyTauuii reHa MB MoKHo npeanojaraTe 4 nOpH CMellaHHBIX
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opmax sabosncsanua. Tak, aHAAM3 TeHOTHNOB GOJbHBIX CMCILAHHOH (op-
Moii MB, npu KoTopoil, Kak NPaBHJIO, NMOPaxKaeTcs H NOAKeNyA0YHAs xKe-
Jes3a, CBHAETEJLCTBYET O TOM, 4ro TONbKO 36 % O6oabubix B ceBepo-zanaj-
HOM peruoHe # 61 Y% GoJbHBIX ¢ YKPauHB IOMO3UIOTHBI Mo lefelnu F508,
T. C. TOJLKO 3Ta MYTauusl onpejejser Hajauude 3abosepanus (rabj. 2).
B 10 ke Bpems y oCTaJbLHBIX NAUKEHTOB JCJAELHs NPCACTABJeHAa B reTepo-
3HTOTHOM COCTOSIHMH, a Y HEKOTODPBIX, IHCJAO KOTOPbIX HeselHko (4—6 %),

Tabanuwa 2

Pacnpedcacnue AL508 ¢ eenomunax Goavuvix npu csewannot opme MB ¢ passuunsix
nonyaaquax Eeponedckot wacmu CCCP

Distribution of AF508 in genotypes of CF patients (mixed clinical forms) in different
populations of Luropean part of the USSR

Cenepo-3anajgHas

lenotun wacrs CCCP' (%) Yrpauua (%) Moangasust (%) Jutsa (%)
AF/AF 41 (36) 19 (61,3) 5 (35) —
AF/-| 69 (60) 10 (32,3} — 4 (50)
-+ 4 (4) 2 (6,4) 9 (63) 4 (50)
Bcero 114 31 14 8

Tab6aunma 3

Koppeanyus AF508 ¢ pasaudanoimu eansomunamu aokycos IRP (XV2c¢/Taql), D7523
(KMI9/Pstl, CS7/Hin6{) u D78399 (MP6d9/Mspl)

Correlation of AF508 deletion with various haplolypes of the loci IRP (XV2¢c/Tagl),
D7823 (KMI19/Pstl, CS7/Hin6l) and D7S8399 (MP6d49/Mspl)

XV, % KMi9, % cS7. % | MP6d9,
1 2 t 2 1 2 ] i \ 2
AF508 91 9 —_— 100 —_— 100 — 100
n 41 74 96 62

11 PHMEUTAHHNE, 1, 2— OTCYTCTBHEC H BaJTHYMC caklra PEeCTPHKIHH COOTBCTCTBEHHO.

H

Jeneuny sooOuie He obuapykeHo. MurepecHo, 4To B MOJIJABCKOH rpymnne
Goabublx cmemaHHoit Gopmoit MB 5 okazaauch, romosurotraMu o9 He
umean myrauun AF508, toraa xkax B JuTOBCKOIl rpynne H3 8 G0JbHHIX 4
6BL1H TeTepPO3UrOTAMH, TOMO3SHIOTHBIX HOCHTeNCH AcienuH He oBnapy:KcHO.
Taxknm ofpa3oM, UMeHHO cpean GoapHBix MB nMTOBCKOI W MOJA2BCKOH
MONYJAAUUE TOHCKH HOBBIX MyTauHid reHa MB, ormauuHBIX 0T MyTauHH
AF508, ocofeHHO nepclneKTHBHDI.

CyIICCTBEHHO TAKXKE OTMETHTh, UTO HaAJH4YHe MYTAIllHH 3apCTHCTPHPO-
BaHo n obuiell caoxuocTH y 96 % Bcex OOALHBIX, HUMCIOIHX CMEMIaHHYIO
dopmy MB, B cercpo-3anauuom pernotie CCCP ny 94 % GoaLHBIX yKpauH-
ckoit rpynnel. Cue/0BaTesNbHO, BbISBJAEHHE JACHEUHH B TeHOTHIE GOJbHOIO
¢ nomospeHusaMH Ha MB B ciyyae HeACHOH CHMNTOMATHKH H HCOJHO3HAU-
HBIX PC3YALTATOB NOTOBOIO TCCTA MOXKET CJAYXKHTb JOCTATOYHO HAJCHKHBIM
JAMATHOCTHYECKUM INIPH3HAKOM 3a00oseBaHHs AJd  CJAABSIHCKON  NOHyJASUHU
VKpaHHH H CeBepo-3anajfHOro perdoHa cTpanbl. B snauHTenbno Mmennlueit
CTeNeHH TOT KPUTEPHH NPHCMJCM JIasl 3THHYeCKHX rpynn Monxaeuu u
Jlutepl. OaHako AauHbIfl BHBOJ TPeOyCT TLlaTeJbHO!N NPOBEPKH Ha 60Jib-
1em KJHHHUCCKOM Matepuadne., ConocraBafsi pe3yabTaThl MOJCKYJSIPHOro
ananusza AFS508 ¢ paHHLIMH KJAHHHYECKOrO TedeHHs 3a001CBaHUA, HEJb3s
He o0paTHTbL BHHUMAHHSA HAa TO, UTO NPH TskeabXx ¢popmax MB kax MuHR-
MVM OJHA M3 MYTAHTHBIX XpoMocoM GoabHoro necer AF508, Torna xak npu
MB cpesdneil TakecetTH aumb 50 % pauHeHTOB HMCIOT 3TY MYTaUHIO B reTe-
PO3HNIOTHOM COCTOSHHH, @ B TOMO3HIOTHOM — OHa He BCTpeuacTcs.
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Ananns cuenacunst AFS08 ¢ angeassmu JHK aoxycos IRP, D7S523,
D7S5399, xpomocomur 7 npu yomowH Mapkcpos XV2c, KM19, CS7, MP6d9
(taBma. 3) mokasplaeT, UTO ITA MYTalUHWs RCETA CUEMICHA C TamnJOTHIOM,
XapaKTePHUIVIOWHUM s HaJaHYHeM calita pecrpuxkuud  aas  KM19, CS7,
MP6d9 2] u B norasasowem Soavluunctse cayuaes (91 %) ¢ oreyrer-
BHCM cafiTa peetpukuun At XV2¢ [1]. CacgoBaTtedabHo, B HAWHX HCCACO-
BAHUAX, TAK JKC KAK U B MHOIOYHMCJCHHBIX HaGJIOJCHHUAX 3apyOCIKHBIX aB-
topon [8]. myTauus AF508 B GoublUHHCTBE CJAyuyaeB aCCOUMHUPYETCSi C ram-
gotanoMm 1, 2, 2, 2 aas XV2e, KMI19, CS7, MP6d9 cooTBeTCTBEHHO. 3TO
MOATBCPIK,LACT TPEINOJOACHHC O TOM, UTO HMEHHO C XPOMOCOMOIl 1aHHOTO
ramioTnna CBS3aHO BO3lHKHOBeHHe myTauny AFDB08 v npeicrarurcdcii Ge-
Aoit pacnl. Cayuan accounauun wvytaunn AFS08 c ipyrumMu ranjgoruHnamu
HTHX JIOKVCOB CJACIYCT TPAKTOBATL KAK PE3YJAhTAT MHUTOTHUECKHX PCKOMOH-
Hauuii [6].

[Toavuchnnie B pafore pe3vanTaThl NO3ROJIAKT ViKe coifuac cyUIeCTBCH-
HO VBCAUHWHTL 3PPCKTUBHOCT ANATHOCTHKY MB U oTKkpoiBator npuuiHmig-
AABLHO HOBLIC BO3MOYKHOCTH 151 BBISIBJACHHS TETCPO3UINOTHOLO HOCHTCABLCT-
BA MYTAHTHOIO I'CHA B NOMVJIALHUSX, UTO MOZCT HMCTL pClatolllee 3Haue-
HHC B NPOPHUIAKTHKE 3TOr0 TAMKCIOIO HACJACIACTBCHHOrO 3a60/CBalHS.

PesziomMme

3a amounomorolo peakuii crneumdivnol aMmmaidikanii BHBucHa wacrorta aedacuii FS08 v 114
XBOopHX MyKopicuugoszow (MB) mnisniuno-zaxianol yacrmim CPCP, 3.3 Yrpainn, 14—z
Mogipasilt ta 8 — 1 Jluton. Beranopaeno, nio cepea xsopux smimmanoin gopmow MDB gee-
nig F508 sycrpivaetbest ¥ 65 % nauientis misuiuno-3axianoro periony 1a v 77 % — Yrpai-
. Hactora pedewil B MOAAARCHKIN Ta JHTOBCLKINT MOMyJasillisy, 3a MOMepeauniMH  nalMMI,
sHawo memna (26 1 25 % sianmosizno). Danseko 96 % xropux MB miBaiwmio-saxizioro
periony Ta 92 % - - ¥wpainu romozurorui abo rervepozurorni no eaewii F508. Biaekur dax
90 % xpomocom 3 jedacnicio 508 wmapre ramnotun 2, 2, 2, 1 aas nosimopdrnx caiiTis
KMI9, 87, MP6d9, XV2¢ sipnmonimio. Ouepxkani pe3yabTary MaloTh BaXKaHBe sHAUuCHHA
Aast s36iapienns edekTHBHOCTI npe- Ta noctuaTtaqabuoi jgiarnoctnkn MB 0 musaniemist no-
CilB reTepPosUTroTIOCTI.

Summary

The ferquency of T5H08 deletion has been studics by polymerase chain reaction in 114 CF
palicnts of North-West part of the USSR, in 31 CF patients from Ukraina, 14 from
Moldovia and 8 from Lithuania. 77 % of CF choromosomes from Ukrainian CIF patients
with severe mixed pancreatic-pulmonar forms of disease and 65 % CF chromosomes of
similar CF palients from North-Western part of the USSR carried AFS508 while ils fre-
quency in Moldavian and Lithuania CF patients was significantly less (26 and 25 %
respectively). 96 9% Slavonian patienls of North-Western part and 92 % Slavonian CF
patients from WUkraina were cither heterozygos or homozygos for the deletion F508.
90 Y% of F508 chromosomes possessed haplotype 2, 2, 2, 1 for polymorphic sites KM/19,
CS7, MP6d9, XV2¢c, respectively. Obvions significance at these data for the most ef-
fective pre- and postnatal diagnosis of CFF and carrier deteclion is discussed.
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B. A. Ropniom, /1. M. Upoyos

B3AUMOJENUCTBHUE RecA-BEJIKA C XPOMATHUIIOM HAJEP
(ITUTOJOMAYECKUN ACIIEKT)

T1podemoncTpuposana BOIMONMHOCTL UCNOAL30BAHUA 2eHA recA 8 KayecTee MOJEnbHOZO 2e-
KO NPpu u3yHenun akcnpeccun Ikzocennotd JHK in vilro u in vivo.

Busyaauzayus RecA-6eaxa 8 quronaasse u adpax nposedeHa HEAPMOLIM UMMYHO-
paroopecyentrnoim merodom. Baxrepuaavroti RecA-6eaox Tectuposaan e kyaerype Hela
nocae ce obpaborku wuctoim RecA-6eakom uny 6EAKOM, BAKAIOYCHHOIM 8 AULNOCOMbL, O TAK-
Je nocae TPARCPEKGuL KYAvTYpor CKONCTpyuposannod naasmudod pKCR2. Ormewena su-
syaauszaqus RecA-Geakos xpomaruna sdep, KOTOPAR 3aBuCead OT NPOXONICHUS KAETKOLU
a3 MuUTOTUHECKO2O {UKAL.

B cucreme in vivo OakrepuassHas B-earaxtosudasa u RecA-6e10x o6RapymuBaAUCH
uepes 48 u nocae nposelenus rorpancopmayuu newenu moiiesi naaamudamu pGA293A
u pKCR2, 3axawuennoimu 8 aunocomst. Beiwcokudl yposens xcnpeccuu recA-2ena e zenaro-
{UTAX IKCHOPUMEHTAABHBLX HCUBOTHOIX NO380ARET UCNOA6306ATb €20 8 MOOeAbHbLX CUCTEMAX
npn u3yyeHuy Ikcnpeccnn aksoeennod JHK in vivo.

Beenenne. B KieTkax SykapHoT, KaK H B KJeTKaX MNPOKapHOT, MOIYT cy-
mecTroRaTh Hekotopble SOS-dyHKuMH. Yke B paHHHX paboTax 6bL10 110-
Ka3aHO, UTO KJCTKH MJEKOMHTAIOIIUX CNOCOOHBI OTBeyaTh HA HHrHOHpOBa-
HHC DeANMKaUMd HMHAYVKUHeN HOBBIX Oenkos (B kjaetkax Escherichia coli
B 9TOM CJyuyae TCHEPHPYETCsl CHLHAJ, BRI3bIBAIOI M HHAYKUNIO RecA-Genka)
[1]. MoryT sy mpoOAyKTH reHoB recA (MJAH HX aHaANOroB), HMEIOUHX pas-
JIHYHOC NPOHCXOXK/eHHe, (PYHKUHOHAJbHO 3aMewiaTs ApPYr Apyra? bBenok
RecA E. coli npeactaBasier co60il He6GOJbINOH MO MOJEKYJSIPHOR Macce
fesi0K, NMPHHHUMAIOWME YUyacTHe B Npoleccax peKOMOMHALMH, pelVIHKallWH,
penapauuH, MyrareHesa, KJeTOUYHOro jencHus u ap. [2]. B psagne pabGor
NOKAa3aHO HaJMuHe Y »YKapHoT GeskoBBIX (PakTopoB, HYHKUHOHAJNLHO aHa-
gornunblx Geaky E. coli [3—6]. B peakuusx in vivo 3TH GeJKH MOTYT
OCYLHCCTBJ/ATH IOMOJOTHUHOC ClapuBaHue ceepxcnHpadbHoit JHK oaxo-
uutiaton JHK [3, 4], nepenoc uuteit JAHK mexay cooTBeTCTBYIONHMH
OHK-cy6etpatamu [b]. HekoTopbie M3 Hux, nanpumep RRAI [6], noka-
JHU30BaHbl B pailoHe BHyTpeHHeil meM6paHbl siapa. bBenok RecA E. coli mo-
JKeT MCIOJL30BATh B KauecTBe cybGerpata sykapuotuueckyio JHK.

ITpeacTaBiaalOCh HHTEPECHBIM H3yyeHHe BO3MOMHOCTH (YHKLHOHHPO-
BAHHS 3TOro OeJKa B 9YKapHOTHYECKHX KiaeTKax in vivo. C 37Ol Helbl
6blJ1a H3YYeHa BEPOSATHOCTL NMPOHHKHOBeHUs Oesnka RecA uepe3 LuTOMIA3-
MaTHYeCKYI0 MeMOpaHy B KJETKY H AILPO.

Marepunann u meroabl. [lis BBexeHus B KyabTypy Hela m nposeie-
HHUS ONBITOB (N Uivo HCNOJAb3OBaHbl Nasmuanl pKCR2, pGA293A u RecA-
Genox. Kouctpyxkuns pKCR2 npeactasasict coboit nnasmuay pKCR [7] c
KJOHHPOBAaHHHIM no BamHI-cality nosHopeamepHbiM recA-zenom E. coli.
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