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NH®OPMALWNA O PABOTE IV CEBEPOAMEPUKAHCKOW
KOH®EPEHL MW MO MYKOBUCUWNAO3Y

Bcecow3HbIA  HayYHO-UCCeA0BaTENbCKUIA WHCTUTYT nynbMoHonorum M3 CCCP

(anpekTop —

un.-kopp. AMH CCCP npod. H. B. MNMyToB), BCECO3HbI LEHTP MO NpeHaTasibHOW AuarHoCTUKe
(pykoBogntens — A. M. H. B. C. bapaHoB), JleHnHrpag

B BawwuHrtoHe (CWA) c 3 no s okTa6psa 1990 roga npo-
xoaunna |1V CeBepoamepuKaHcKas KOH(epeHUuss no npo6nemam
MyKOoBMCUMAO3a. B opraHusaumm  KoHdepeHuMn  npuHUManu
yyactve MexayHapogHas accouuaums Mo MyKOBMCLMAO3Y,
EBponeiickas paboyas rpynna; OCHOBHbIMW CMOHCOpamMu ABAAMIMUCH
MexayHapoaHas accoumaums no MyKoBMCLMAO3Y U pag hapmako-
nornyeckux cupm. MpucytcteoBano 6onee 1500 y4acTHUKOB U3
pa3HbIX cTpaH Mupa. Bnepsble Ha CTO/Ib aBTOPUTETHOM opyme
6bina generaums n3 CoseTckoro Coto3a B cOCTaBe 8 YYeHbIX
(cneymanucTbl MO MONEKYNSIPHOW reHeTuKe, neauatpbl, My/ibMOHO-
norn). Bce coseTckue pgeneratbl ABASANCL aBTopamMuM WAN  CO-
aBTOpamMu MpeAcTaB/ieHHbIX A0K1aZ0B, MPUHUMaIM y4yacTue B Ha-
YUYHbIX Auckyccmax. [porpamma KoHrpecca 6blfla HacblWeHHOM’
N pasHoo6pasHoi, Mo cyuwiecTBy o6cCyXaanucb Bce MNpobnembl
MykoBucumaosa (MB), Ho ona yao6cTBa ganbHelllero unsnoxe-
HUA LenecoobpasHO BbIAENUTbL TPU HanpaBneHUs:

I. MonekynapHo-reHetTn4yeckoe, npoxoausllee oA
Aesnsom «feH MB rog cnyctsa». B pamkax 3TOro HarnpasseHus
o6CcyXa4anncb BOMPOCbl FEHETUYECKOr0 MOHUTOPMUHIa, AUarHocTu-
KN pasnuyHbiX JOpM W MyTauuii reHa, WOHHOro TpaHcnopTa, Bbl-
AeneHuns cneuundguueckoro 6enka v nedyeHns MB meTogamu reH-
HOW WHXeHepuu.

II. OxBaTnNO pasnnyHble KIMHUYECKME acrnekTbl (TeyeHue M B),
OCOBGEHHOCTN XPOHWYECKOrO BOCMANUTENIbHOIO MpoLlecca B NIerkux,
VMMYHOJIOTUYECKNI CTaTyC, NleYeHune).

IIl. Mpob6nembl neyeHus u yxopa Ha gomy (HoTe care) wu
coumanbHas agantaums nNaunmeHToB. B  06CYKAEHUW pPasnyHbIX
acnekToB 3TOro HanpasfeHWsa BMecTe C Bpavyamy nNpuHUMann
aKTUMBHOE YyyacTue MeAULUMHCKME CecTpbl, couunanbHble paboT-
HUKN 1 BU3HECMEHDI.

dopMbl  paboTbl KOHEepeHuMU Takxe OTAnYanIncb Ocob6eH-
HOCTAMWU: Hapagy C NPUBBIYHBIMW ANS HAc NAeHapHbIMWU U Cek-
LNOHHbIMX 3acefaHuamMn, CUMNo3vymamMu, CTEeHAOBbIMW [o0KNnaga-
MW, MpeAnaranocb yyacTue B Kypcax MWHGOPMATUKN AN «paH-
HUX NTawek» (early bird short courses), HaunHaBWKNXCA B 7 yTpa,
3acegaHuax y kamuHa (fireside chats) Beuepom, genoBbix 3aBTpa-
Kax «no uHTepecam» U T. A. Hago ckasaTb, 4YTO NoAo6GHble MeTo-
OVKN 3HaKoOMCTBa C MHOpMauunein u AUCKYCCUM B [A0CTATOYHO
Y3KOM KPYTy 3auHTEpPecOBaHHbIX /L, UMenu Hambonblyto addek-
TUBHOCTb. 3acefaHua Npoxoaunn B crneymnanbHO NpucnocobrieH-
HbIX MOMELLEHNAX ABYX OFPOMHbIX OTeNnen, rae W XWnm ydyacTHUKK
cbe3ga. LlepemMoHUsi OTKpbITUS Gblla O4YeHb KOPOTKOW. [pepn-
cepatenn Francis S. Collins (CWA) wu Niels Hoibi (OaHus)
npueeTCcTBOBaNN [Aeneraros.

KoHthepeHums cocTosnacb POBHO 4epe3 rog nocne Toro, Kak
COBPEMEHHbIMU MONEKYIAPHO-TEHETUYECKUMN MeToAaMn 6bin NAEH-
TUUUMpoOBaH reH 3TOro TAXEeNoro u Havboniee pacrnpocTpaHeH-
HOro HacneacTBeHHoro 3aboneBaHus. B ceHTsibpe 1989 r. coB-
MECTHbIMW ycunmamun aByx kaHagckmx (L. Ch. Tsui mJ. Riordan,
Toronto) un ogHoli amepukaHckoii (F. Collins, Michigan) rpynn
yhanocb noctaBuTb NobefHyr TOYKY B 3TOW MOMHOM gpamaTtmamMa
MUCTOPMM MOUCKA MYTAHTHOro reHa. He cnyyalHO 3TO OTKpbITUE
6bIN10 pacueHeHO cneymnanucTaMm Kak camoe 60nblioe cobbiTue
B 06/1acTV MeAMLMHCKONM reHeTuku, aBTopbl koToporo L. Ch. Tsui,
J. Riordan wn F. Collins ctann peanbHbIMW KaHAugaTamm Ha
Ho6enesckylo npemunto. ECTECTBEHHO MO3TOMY, YTO MJIeHapHOe 3a-
ceflaHve, OTKpblBawllee KOH(epeHuuo, uMeno HassaHue «lop
CnycTa nocne OTKPbITUA FeHa MyKOBUCLMAO03a» W BKAKOYaNo Tpu
nporpamMHbIX foknaga 3TUX aBTOpoB. Kpome TOoro, MOseKynsp-

HO-TreHeTuyeckne acrnektsl MB 6bIM NOAPOGHO PaCCMOTPEHbl Ha
YyeTblpex CeKUMOHHbIX 3acefaHuax K 6blnv npeacTasBneHbl 6onee
yeM Ha 100 CTeHAax.

[elicTBUTENbHO NI OGHAPYXXeHHbIA TFeH ABAsieTCs reHom MB?
UTto npeacTasnseTr cO60M HOPMasbHbIA N MyTaHTHbI 6enoK n Ka-
KoBa ero (yHKuUMa? UYTO paeT OTKpbITME reHa ANS8 NpPakTUKK,
T. e. OANa nNpoduNakTuKn, ANarHOCTUKN W nedyeHns MB? BoT
[aneko He MOMHbIA KPyr BOMPOCOB, OTBETbl Ha KOTOpPble YMOPHO
NCKann MOMeKyNsipHble 6MOMOrM  MHOFOYMC/IEHHbIX NabopaTopuii
1N KoTopble, 6e3yCNOBHO, MNPWB/IEKIN camMoOe MNpucTaibHoe BHUMa-
HWEe MHOMMX APYrMx CNeuuasncToB, CBA3aHHbIX € npo6nemoli MB,
a TakXXe MHOMOYMC/IEHHbIX NPaKTUYeCcKMX Bpayein 1 KNMHULNUCTOB —
Yy4aCTHUKOB KOHepeHLUN.

MneHapHble N CEKUMOHHble AO0KNaAbl He TOMbKO CyMMWpoOBanu
OCHOBHblE Hay4Hble AOCTWMXEHUS MO U3YyYEeHUD MONeKyNapHoM
npupoapl reHa MB w1 ero npogyktoB, B T. 4. MH(OPMaLMOHHOM
PHK wn MB-6enka, T. H. celiyac TpaHCMeMbGpaHHOro peryns-
TOpHOro 6enka mykosucumpgosa (TPBEMB), HO HameTunn 61u-
Xalilwme n oTAaneHHble MepcrneKTUBbl B 3TOM CTPeMUTeNbHO pas-
BUBalLeca obnactu.

WTak, reH MB. lMocne MHOrmx net 6e3ycrnewHbiX MOMbITOK Mo-
HATb MEPBOMPUYNHY 3TOrO CMEPTENbHOro HacnenCcTBEHHOro 3ab6o-
neeBaHuns wuccnegosaHuma no MB nocnegHux 5 neT nownu Mo cras-
wemy yxe TpaguUMOHHBIM A5 MOMEKYNsipHOW 6uonorum Hacneg-
CTBEHHbIX 60s1e3Hel NyTN — «06paTHOW reHeTuMKe», T. €. MOWUCK
nepBOMpuUYNH He OT Npu3Haka (heHOTMNA) K reHy, Kak 6bi10 paHb-
e, a HaobopoT — OT WAEHTUMULMPOBAHHOINO reHa K MpuU3HaKy
(myTaHTHOMY 6enKy). KapTupoBaHHbIAi B 1985 r. Ha XpoMocome
7 (7921— 31.1) reHeTUYeCKMMW MeTOAaMW TeH, UOEeHTUDULUNPO-
BaHHbI B 1989 r. MOMeKynspHbIMM MeToAamu, okKasajca fgocrta-
TOYHO KPYMHbLIM W cOocToANn M3 260 Tbic. nMap OCHOBaHWM (N. O.).
Ero cmbicnosasd 4actb, kogupywouwad MPIMK 1, COOTBETCTBEHHO,
6enka, npeacTtaBneHa 24 3K30HaMu, OOLWERn NPOTAXEHHOCTU
6129 Tbic. N. 0. XapaKTepHOl OCOGEHHOCTbIO reHa MB, Kak Bbl-
ACHWOCb B MocnegHee BpeMs, ABNAETCA TOKCUYHOCTb €ro CMbIC/N0-
Boli uyactm (KAHK), T. e. 3K30HHOW nocnegoBaTeNbHOCTW, ANA
KnweyHo nanouvkm (E. coli), 4TO CcylWlecTBEHHO 3aTpyLHSAN0 ero
KIOHMPOBaHWE N n3yyeHne B 6akTepmnasnbHbIX cucTteMax (CM. HUXe).
[eTanbHblii aHann3 reHoMHoro reHa M B no3Bonua Takxe o6Hapy-
XXWUTb B €ro CTPYKType TP OONONHUTE/NbHbLIX 3K30Ha (66 176 146),
YeTKO rnpejcKasaTb MNEPBUYHYIO CTPYKTYpY (nocrefoBaTtesibHOCTb
aMUHOKNCNOT) ero 6esKoBOro npoaykra (CM. HUXe) N oxapakTe-
pv3oBaTb [AOMEHHYD OpraHuM3auuil €ero KoAupyloLWehd yactu
(kAHK). B uvacTHOCTW, onpeaenuTb, 4YTO 3K30Hbl 3—s N 14—
19 [eTepMUHUPYIOT CTPYKTYpPY MeMbpaHHOW uvacTm 6Genka MB,
3K30Hbl 9— 12 N 19— 23 — CTPYKTYpPY [ABYX CUMMETPUYHbLIX Lie-
neii, pearvpywuwmx ¢ AT®, a 60/bWOA 3K30H 13 HeceT WHAOP-
Maumio, HeobxoAuMyl AN CUHTEe3a LeHTpanbHOW yacTu 6enka —
YHUKanbHOro nonspHoro R-gomeHa (cm. Hwmxe) (F. Collins).
Jlo6onbITHO, 4YTO BecbMa MNPOTSXKEHHble MocnefoBaTelbHOCTH
AOHK, romonoruvuyHble ob6nactm 3k3oHa 9, KakK oKasanocb, npu-
CYTCTBYIOT W B [ApPYyrMx XpoMOcOMax 4enoBeka W, BO3MOXHO,
TakKXe BXOAAT B COCTaB [APYrux reHoB MeMO6paHHO-CBA3aHHbIX
6enkoB (L. Tsui). Nmewowmecs cerogHs AaHHble MO3BOMASAOT CUU-
TaTb, YTO MO CBOEW CTPYKType W OCOOGEHHOCTAM perynaumm reH
MB OTHOCUTCS K reHam «AOMallHero Xo3alicTBa» 1 ero 6enoK He-
06xoAM AN HOPMasIbHOro MeTabonn3mMa KIeTOK pasHbiX TUMOB
(R. Crystal, CWA).

BmecTe ¢ Tem, OOCTYMHbIMW MONEKYNAPHbLIMW MeTogaMun nep-
BUYHbIA MNpPOAyKT reHa MB, ero MPHK, o6HapyxuBaeTcs nuub



B HEKOTOPbIX TKaHAX opraHvsmMa — noaXenyAou4Hol >xenese, ner-
KUX, KULIEeYHWKe, MOTOBbIX >Xesfiesax, MialeHTe, HO He B MoO3re,
CceMeHHMKax, HagnoyeyHukax wam nodkax (J. Riordan). Cuunta-
eTca, 4To perynaumsa akcnpeccum reHa MB ocyuwectBnseTcs He-
CKOJIbKUMU L UNC-aKTUBHLIMU 3/IeMeHTaMW reHoMa, BK/4YalowmmMmmn
WIN NOAABASOWMMU CUHTE3 creuundguueckor MPHK (L. Tsui).
YAVBUTENbHO, 4YTO faXe B TKaHAX, aKTUBHO 3KCMpPeCcCUpyoLmx
reH MB (cm. Bbilwe), KOHUeHTpauusa ero MPHK cocTtaBnseTt B cpep-
HEM OKO/I0 1 MOMeKy bl Ha KNeTky, T. . ANS HOpManbHOW hyHKLMN
TpaHCMeMbpaHHbIX KaHanoB, MepefalolnX WOHbl Xaopa («xXop-
HbIX KaHanoB»), faxe B anuTenuasnbHbIX KneTkax 6poHXOB AocTa-
TOYHO opHoIi Monekynsl MPHK reHa MB Ha ogHy kneTtky (R.
Cristal). 3Tn paHHble cBUAETENbCTBYHOT 06 OYEHb HU3KOM KOHLIEHT-
paumm TPEMB B kneTKax, YTO MOBbILWAET WAaHChl YCMELWHOW reH-
HO-MHXXEHEePHOW Koppeku+rm MB (cM. HMXe). B HacTosiwee Bpems
C MOMOLLbI pafda MONEKYNAPHbIX YXUWPeHUi (Mcnonb3oBaHne
HU3KOKOMWUIAHbIX NAasmMug, WHAYKUMW MyTauuii B o6nactm 3K3oHa
66, TOKCUYHOW O/151 KALWEYHOW Masioukn) yAanocb MofyuynThb KIOHbI
E. coli, cogepxalwme nnasmmabl co BCTPOeEHHOW KO HK reHa MB n
T. 0. cnNocobHble K HapaboTke KAHK reHa MB B KonuyecTBax,
[,0CTaTOYHbIX A1 YCMNeLWwHol TpaHcopmMaLun APOXKEBbIX N ayKa-
pnotnyecknx knetok (M. L. Drumm, J. R. Rommens, A. F. Smith,
CWA).

HatuBHblAi 6enok MB — TPBMB [0 HacToswero BpemMeHU
npenapaTtvBHO He BblAeneH, 4To, MO-BUAMMOMY, OObACHAETCA ero
KpaHe Hu3knmm (M.eHee 1% ) copepxaHuem B knetkax (R.
Gregory, CLWA). BmecTe c TeM nonHas MHGOPMaLMsa O HYKI1eoTua-
HOW nocnegoBaTenbHOCTU (CMHBEHCE) KoAMpyloweld 4acTu reHa
MB (ero kAHK) (cm. BblWwe) no3Bonuna AeTanbHO OXapakTepwu-
30BaTb caM 6esiKOBbIi MPOAYKT, T. €. ero aMMHOKUC/IOTHYIO CTPYK-
Typy. 3Tn pe3ynbtaTtbl Obl1. MOJIHOCTHIO MOATBEPXAEHbI MPAMbIMU
nccnegosaHnamm TPBMB, npoayumpyemMoro B O0CTAaTOYHbIX KO-
nnyectBax reHeTMYecKM TpaHCcOopMUMPOBaHHLIMKN bBakTepusamu,
OPOXXEeBbIMW W yKapuoTuyeckumun Knetkamm (J. Riordan,
L. Tsui). MNMokasaHo, yto TPBEMB coctouT N3 1480 aMWHOKMKCNOT,
nmeeT Mosn. Bec 170 kunopansToH wn ob6nagaeT CUMMETPUYHOWN
CTPYKTypoi. Ero paBe KpamHue CUMMETPUYHbIE 4acTu BKAKOYalOT
no 6 MeMbpaHHO-CBA3aHHbIX y4acTKOB Mtoc AT®-(UKCUPYIOLLAI
noMeH. OHM coeAuHeHbl MeXxAy CO60M 60/bWNMM YHUKaNbHbIM R -O0-
MEHOM, HeCyLLMM MHOFOYUC/EHHbIE caliTbl ANs hochopunmpoBaHuns
(J. Riordan). Mo ceBoemy cTpoeHuto TPEM B OTHOCUTCA K MHOroO-
yncneHHoMy Knaccy 6enkoB /leKapCTBEHHOW  pPe3nCTeHTHOCTU
(MOR), n T. H. TPaHCNOPTHbIM R-FAMKONPOTENHAM.

YCcTaHOBNEHO, YTO MEPBUYHbIA GENKOBLI MPOAYKT TpaHCcnAuum
(mon. Bec 130 KunoAanbTOH) CTAHOBUTCA (QYHKLUMOHANbHO akK-
TUBHbIM TONbLKO MpeTeprnes rAMKO3UAMpoBaHne U ¢ocdonnmpo-
BaHMe. TouyHaa dyHkums TPBMB B knetke He fAcHa. [pegno-
naraetcsa, ogHako, 4yTo TPEMB He ABnsieTca cam no cebe 6enkom
«X/IOPHBIX KaHasoB», HO BbIMOMIHAET POJib MPOMEXYTOYHOro pery-
natopa, obecneymBas ¢ NOMOLLbIO peakumn ¢ LAM® HOpManbHbIA
TpaHCMoOpT MOHOB X/I0pa Yepe3 KNeTouyHyw membpaHy (P. Cheng,
CLlW A). BaxXHbIM utorom pab6boTbl Mo wusyyeHnto TPBEMB saBu-
Nnocb MnosyvyeHue cneunduyecknx MoNMKAOHANbHBIX W MOHOK/IO-
Ha/lbHbIX aHTUTeN KakK Ha BeCb 6efoK, TaK M Ha ero oTAeflbHble
hparmeHTbl (AOMEHbI), KOTOpPble WCMNO/Ib30BANNCL A5 WN3YYEeHUsA
BHYTPVKNETOYHOM nokanmsaumm un dyHkumn TPEMB.

YXKe HanaxeH MPOMbIWIEHHbIA BbIMYCK CreLnpruiyecknx aHTu-
Ten. MepBble OMbITbI'C MCMNOMb30BAHWUEM MOHOKNOHA/IbHbIX aHTU-
Ten nokKasanu, 4YTO B anMTeNunanbHbIX KeTKax 3K30KPUHHBIX Xenes
TPEMB npeumywiecTBEHHO cBfi3aH C MeM6paHaMy MWKPOCOM,
a He c nnasmaTtmyecko membpaHoi (J. Crawford, CWA). Ha-
yaTbl WMpOKOMacwTabHble WUCCNefoBaHUS MO BbIACHEHUIO BUA-
HUA pasnMyHbIX MyTauuii B reHe MB Ha CTPYKTYpy U yHKLMIO
TPEMB (R. Gregory, CWA).

BaXXHO OTMeTUTb, YTO MMEHHO B 3TUX TFEHHO-UHXEHEPHbIX 3KC-
nepumMeHTax 6bI/10 NONYYEHO peluarolee gokKasaTesibCTBO TOro, Y4TO
BblAENEHHbI B 1989 r. reH pgelcTBuTensHo reH MB. [Ans 3toro
npu rnomowM 3Kcnpeccupylowerocs afeHOBUPYCHOro BeKTopa,
coAepxaliero nosHopasMepHyk BcTaBky KAHK reHa MB, 6bina
nposedeHa TpaHcoOpMauua KylbTUBMPYEMbIX in  Vitro KNeTok
MB PAC — 1 u3 ageHOKapuWHOMbl MOOXENYAO4YHOW >Kenesbl
6onbHOro MB. [o TpaHchopMauun KNeTkn obHapyxumeann Tu-
NMUYHble ANS KNeTok 60MbHbIX MB HapyweHus TpaHcrnopTa WOHOB
Xfiopa yepe3 Mem6paHy. Mocne nNpoBefeHHON TpaHcgopmMauum Ao-
CTUrHyTa nonHas kKoppekuusa gedekra (M. Drumm). Bo BTOpoOMm

cnyyae (P. Chen) cTonb Xe ycnewHO ocyliecTBfeHa TpaHcdop-
Mauua B Ky/bType KNeTOK JIero4yHoro anutenuns 6osbHOro MB.
HakoHel,, BBefeHMe B K/I€TKM HOPMasibHbIX MOTOBbLIX Xefe3 4Yesno-
Beka aHTucmbicnosodi PHK reHa MB B onbiTax in vitro non-
HOCTbIO 6/10KMPOBaAsIO CUHTE3 HOopMmasbHOro TPBM B n npusBoguno
K Pe3KoMy HapylweHUo GQYHKUUU «XIOPHbIX KaHanoB» anukalb-
HOli MeM6bpaHsbl, T. €. TaKMM CNoco60oM y[anocb MOSIHOCTbIO BOCMPO-
n3Bectn eHokonmo wmyTtaumm M B-reHa (E. Sorscher, CLA).

Takum o6bpasom, 3T paboTbl O4HO3HAYHO A0Ka3anu, YTo Bblae-
NIeHHbIA reH HenocpeACTBEeHHO BOBMeYeH B (MYHKLMIO TpaHcrnopTa
WOHOB X/N0pa, WU ABUANCHL MPOSIOFOM TFEHHO-UHXEHEePHOro cnocoba
neyeHus MB.

Ha KoHdepeHuun O6biMM NpeacTaBfiieHbl MHOTFOYUC/IEHHbIE CO-
obLeHa po reHeTUYecKol TpaHcdhopMauum C MCNonb3oBaHMEM
KOHK reHa MB Ha knetkax 4yenoBeka W [pyrux maekonutar-
LWNX C NPUMEHEHMEM Ppa3/INYyHbIX BEKTOPOB (IMNOCOMbI, BUPYCbI)
M pasHblX BapMaHTOB reHEeTUYEeCKUX KOHCTPyKuuin. Lunpokuii
pe3oHaHC nosyynna OXWBMNEHHAas [UCKYCCUA O TMPUMEHEHUUN YyxKe
B 6/Mxaiillee BpeMs reHHO-MHXEeHEePHbIX MOAXO0[0B ANA KOppek-
LMW NEepBUYHOIO reHHOro pgedekra B KAeTkax CAN3UCTON OpoH-
XO0B 60/1bHbIX MB. 0O 06WeMy MHEHWO, OAHAKO, MPAMbIM KAWHU-
YeCKUM WCMbITaHUAM [O0/DKHA NpejliecTsoBaTbh 60/blas 3aKcrnepu-
MeHTanbHasa paboTa He TOMbKO in vitro, HO nin vivo. K coxaneHuto,
ecTecTBEHHOW Mogenn M B y na6opaTOpHbIX XMBOTHbIX He U3BECT-
Ho. He cnydyaliHO noaTomy B psge Bedywmx naéopatopuii CLUA
HauaTbl 3KCMepMMEHTbI MO co3haHnio Takoi mogenn M B Ha na6opa-
TOpPHbIX Mbiwax (J. A. Whitsett, CLWUA).

AonNonHNUTENbHBIM A0Ka3aTeNbCTBOM MPUYMHHOW C€BA3M MB n
noeHTUUUmMpoBaHHoro B 1989 r. reHa sBWUIOCb OGHapyXeHue
MyTauuii aToro reHa y 6onbHbix MB. Okasanocb, 4TO y 60/b-
LWMHCTBA Taknx 60MbHbIX 6enoii pacbkl MMeeTcs OAHOTUMHAasA MyTa-
uma — fgeneHns Tpex HyK1eoTuaos X 3K30Ha 3TOr0 reHa, cnej-
CTBMEM KOTOpPOl fABNfeTCcs OTCYyTCTBME OAHOW aMWHOKWUCOTHI,
a MMeHHO eHunnanaHnHa B 508 nosoXxeHUU Monekynsl TPBMB.
MyTayunsa 3apeructpypoBaHa y 70—90 % 60sbHbIX MB  (B.
Kerem). bonee Toro, ycraHosneHo, 4yto kAHK MB, copgepxa-
waa aTy MyTauuio, HasBaHHyt F 508, B onbiTax MO reHeTU4eckKor
TpaHcopMaumn in vitro He cnocobHa K Koppekuun fedekra «xnop-
HbIX KaHanoB» (Puu.).

Mo mHnumatmee L. Ch. Tsui, 6eccnopHoro nuaepa MOJeKynsp-
HbIX uccnegoBaHWini MB, 6bi1 opraHM3oBaH MeXAYHapOAHbIi COo3
(koHCcOpuMyM) nabopaTopuili MO M3YYEHUKD W aHanusy MyTauuii
reHa MB. B pamkax KOH(hepeHLMN COCTOSNOCh 3acefaHue npeg-
cTaBuTesnieli 3TOro KOHCoOpuWyMa, KOTOpoe MoABeno UTorm paboThbl
3a rog. CsfA3m reHotMna v eHoTuna npu pasinmyHbiX MyTauusax
reHa MB u, npexpae Bcero, npu myTaummn geneumm F 508, 6bl10
NOCBSILLLEHO W OTAeNbHOe CeKUMOHHOe 3aceflaHne KOHdepeHLun.
OCHOBHbIE Hay4Hble WTOrM 3TUX 3acefaHwnii GblnnM  cnepytolime:

1 MyTauymns penb 508, 6e3ycnoBHO, fBNSETCA rnaBHOW npu-
yMHOW MB y npepctaBuTenein 6enoit pacbl. BmecTe ¢ Tem, ee
yactoTa ob6HapyXwusaeT CyLleCTBEHHble MOMNyNsAUMOHHbIE Koneba-
HMa (ot 30 % Yy eBpeeB awkuMHasnm o 88 % y patyaHd). Co-
rnacHo Hawwum pgaHHbiM (B. C. bapaHOB), B nonynaumax espo-
neickoi yactm CCCP y 60nbHbIX MB oOHa BCTpeyaeTcsi C 4a-
cTtoToii oT 23 % (Mongasua) go 69 % (YkpauHa).

2. Hannuue y 60nbHbIX MyTauunm genb 508 B roOMO3UIOTHOM
COCTOSIHMW, KaK Mpasuo, KOppenupyet C pPaHHUM KAUHUYECKUM
MPOSAB/AIEHNEM U THXKENbIM KIUHUYECKUM TevyeHWEM, BK/0YatoLWum
nopaxeHne yHKUUM NOOKENYAOUYHON Xesnesbl.

3. Momumo pgenb 508 npuumHoii M B MoOryT 6bITb W gpyruve
MyTauuMm 3TOFO TreHa, YUCAO0 KOTOPbIX Ha CEerofHAWHWUR OeHb
npesbiwaeT 60 (B CCCP B nocnegHee BpemMsi HamMu BbISIBIEHO
3 HoBble MmyTauum reHa MB — B. C. bapaHOB); HeKoTopble U3
3TMX MyTaumii — G55ID, G452X, S5491 n A455E BcTpevatoTcs
CpaBHUTENbHO Yacto (A0 10%), T. e ABAAKTCA MaXOPHbIMU
B HEKOTOPbIX eBpOoneicknX MNonynauuax; eHoTunmyeckoe nposs-
NleHMe aTUX MyTauuii cammx no cebe mam B coyeTaHum ¢ aenb 508
BapbMpyeT OT OYeHb TSXKeNblX [0 BecbMa Jerknx (CTepTbiX)
KTNHNYECKNX opM.

4. Moyt 75 % Bcex M3BECTHbIX MyTauuii 3aTparmeaeT TOJSbKO
AT®-cBs3biBalOWMe AOMeHbl reHa MB, ocobeHHO nepBoro (K-
30Hbl 9- 12), BO3MOXHO, YTO HapyLlueHWe MMEeHHO 3Tol hyHKLUN re-
Ha MB sBnseTca Hambonee 4yacToli MPUYMHONM 3a60seBaHUSA.

5. Bbicokaa uactoTta myTtauun genb 508 B coyeTtaHunm c Apy-
TMMU yXK€ W3BECTHbIMW MaXOPHbIMU MyTauusmun reHa MB OTKpbI-



BaeT MPUHLUMMANBHO, HOBble BO3MOXHOCTU ANA ANArHOCTUKN W
nponnakTukn 3Toro 3abonesaHus.

MocnegHee 06CTOATENLCTBO 3aciyXuBaeT creunasbHOro pac-
CMOTpeHus. [leno B TOM, 4YTO MOsABMUBLUAACA B Moc/nefHee Bpems
peanbHas BO3MOXHOCTb ObICTPO M CPaBHUTENbHO HELOPOro NAEHTU-
huympoBaTb MOMEKYNAPHbIMKM MeTodamn 85— 90 % MyTauuii reHa
MB B nonynsuusax MNO3BO/AET yXe ceillvyac B psge CTpaH Hayatb
LWUMPOKOMaclITabHble MnporpaMmbl CKPUHUHra A5 BbISBNEHUA U
paunoHanbHoli nNpodunakTukn MB. TakvMe nporpammbl yXxe peanu-
3ytotcs B CWA, BenukobputaHum, [aHuu wn pp. cTpaHax 3a-
nagHo Esponbl. CKPUHUHI npoBOAUTCS NM60 Ha AeTsax, 1mnéo
Ha nMuax penpoaykKTUBHONoO BO3pacTa Ha CMblBaX KNeTOK poTo-
BOM MOMIOCTU C WUCMO/Ib30BaHWEeM BbICOKOYYBCTBUTE/IbHOM MoOnvme-
pa3Holi uenHoi peakuun cuHTesa OHK- TNepBble o6HagexuBaro-
e pesynbTaTbl TakMxX MNPoOrpamMMm, CBA3aHHble C HUMU (UHAH-
COBble, HPUANYECKME U MOPa/IbHO-3TUYecKMe npobrembl NOAPO6HO
ob6eyxaannucb Ha KoHdepeHuunm (G. R. Cutting, E. K. Watson,
R. Reilly n mH. gp., CWLWA).

CyLlecTBEHHO MOAYEPKHYTb, YTO BO3MOXHOCTb MPSIMOM AeTek-
uMm MyTauuii reHa MB 3HaunTenbHO ob6neryaet yTouHeHwe Aua-
rHO3a B COMHUTE/IbHbIX K/IWHUYECKUX CllyyasX, 4YTO  OCO6EHHO
BaXHO, MO3BONSET NPOBOAUTL 3MEKTUBHYIO NpeHaTasnbHylo Auna-
FHOCTUKY MB B CeMbsX BbICOKOrO pucka, rae yxe ymep 60/b-
HOVi pebBeHOK.

TakMm 06pasoM, CyMMUPYS WUTOrM BaWMHITOHCKOM KOHdepeH-
UMM B 06NacTV MONEKYNSPHOM FeHeTUKM MyKOoBMCLMAO3a, Heo6-
XOOVUMO BblAENNTb ChneAylolme OCHOBHbIE MONOXeHUS*.'

1 PasnunyHbIMKW, nNpexae BCero reHHO-UHXEHEPHbLIMWU, MeTOo-
[amMn OKOHYaTe/NlbHO [A0Ka3aHO, YTO BblAeNEeHHbIi paHee FeH Aeid-
CTBUTENIbHO ABNAETCA TEM rEeHOM, MyTauuu KOTOpPOro npuBoAsT
K MB.

2. TeHHO-UHXEHEPHbIMX MeTogamn MosyYyeH M NoAgpPO6HO oOXa-
pakTepmnsoBaH 6enKOBbI/i MPOAYKT 3TOFO reHa, T. H. TPaHCMeM-
6GpaHHbIA  perynsaTopHblli 6efoK MyKOBUCLIMA03a, MOJyYeHbl cre-
unduryeckne aHTuTena K atomy 6enky, usydyaetcs (QYHKUMA 3TOro
6enka, ero BHYTPUK/IETOYHAsA NoKanmnsaLms.

3. TeHHO-UHXeHEPHbIMX MeTOoAAaMW BrepBble OcyLlecTB/ieHa de-
HOTUNMYecKas Koppekuus MB B YCNOBUAX KNETOYHbIX Ky/bTyp;
pa3paboTaHa cucTemMa 3KCNPECCUPYIOLWNXCA BEKTOPOB, COoAepxa-
WX nonHopasMepHble konun KAHK reHa MB, anpobupytoTtcs
pa3nnyHble cnocobbl reHeTUYecKol TpaHcopMauum, paspabaTbiBa-
I0TCA 3KCrepuMeHTasbHble Mogenn MB Ha nabopaTtopHbIX Mbl-
Wwax, HameyalwTca noaxodpl K nedeHuto MB meTogamu reHHOM
VMHXeHepuu.

4. [eTanbHO nNpoaHanu3MpoBaHa CTPyKTypa reHa MB, ero
[OMeHHas opraHusauns, cekseHmMposaHa (yCTaHOB/IeHA) HYK/eo-
TUAHaaA nocnefoBaTenlbHOCTb CMbIC/IOBOM YacTU reHa (3K30HOB),
nony4yeHbl peKoM6UHaTHble NnasMuabl U 6aKkTepuasnbHbie LWTaMMbl,

aKTVMBHO 3KCMpeccupyolne MosHopasMepHble MPOAYKTbl 3TOro
reHa. .
5. iaeHTudgunumpoBaHsl 6onee 60 myTauui reHa MB, B ToMm

yncne N Hambonee pacnpocTpaHeHHaa paenE 508; akTUBHO W3Yy-
4yalTca W NOMYNALMOHHbIE YacTOTbl 3TUX MyTauui y 60/bHbIX
MB pasHbiX pac, Hauuii n 3THUYECKUX TFPynn KU UX Koppens-
LM C OCOBEHHOCTAMU K/IMHUYECKOro MPOABAEHUSA.

6. Ha ocHOBE [aHHbIX MO 4YacToTe W PacnpoCTPaHeHHOCTU
MyTauuii HayaTbl CKPUHUPYOLWME MPOorpaMMbl Ha MOMYASALMOHHOM
YPOBHE C LE/bI0 paHHEro BbISBNIEHUSA TeTePO3UTrOTHOrO HOCUTE b—
cTea, T. e. [fenaloTcs pewawuwme warn B rnobanbHOW cTpa-
Termm 60pbbbl C 3TUM TAXENbIM W [0 HAacTOSAWero BpeMeHu
CMepTe/lbHbIM MOHOreHHbIM Hac/feACTBEHHbIM 3aboneBaHneM.

[OCTUXEHNS MONEKYNAPHON TFEeHETUKM W TEeHHOW WHXeHepuun
nopasuTesibHbl yXXe B HacTosliee BPemMsi W OTKPbIBAOT 3amaH-
uMBble MePCMeKTMBbI, KOTOpble Mo3sonuauM npodeccopy R. Crystal
(CWA) BbickazaTb MHeHue, 4TOo K 2000 rogy npobnembl neveHus
1 npodunaktukn MB 6yayT pelueHsb.

OfHaKo, HecMoTps Ha 3amaH4uBble MepcrekTusbl, 60/bHbIe
MB Ha CerogHslHWA [AeHb SABMATCA TAXENbIMU 60/bHbIMY,
TpebyoLWnMN NOMOLLUN BbICOKOKBaNIN(ULMPOBAHHbIX CNeLuanncTos
N poporoctoswero nedvyeHus. Kak W3BeCTHO, MpW JIErOYHOW w
cMellaHHOW copmax MB TsXecCTb KIMHMYECKOW KapTWHbI orpe-
OensieTcs B OCHOBHOM CTeMeHbld 6pOHXMasbHOM O6CTPYKLMK, KO-
Topas B CBOK oOyepe/b CBfi3aHa KaK C FeHeTUYeCKUMW Hapylle-
HUAMW MYKOLIMIMAPHOTO K/MPeHca, TakK U C XPOHWYECKUM BoOcCMa-
NNTeNbHLIM rpoueccom B nerkux. [MporHo3 3ab6osieBaHus 3aBu-
CUT OT BUAA MUKPOGHOV h/Iopbl, CTENEeHU WMMYHONOrNYeCcKNX

HapyLleHuin, Maccbl 60/IbHOrO W, eCTECTBEHHO, afeKBaTHOCTWU Mpo-
BOAVMOIO fleYeHus.

OcTaHOBMMCA Ha WHOpMaLuUM, Kacatllielics Kaxaoro mnepe-
yncneHHoro akrtopa. Mo npo6neme 3TUONOrMU BGPOHXONENOYHOIO
BocnaneHma npy MB 6bi10 caenaHo 6onee 50 coobuieHnin. Mopge-
patopamu Mo npo6neme 6akTepuasibHbiX SIEFOYHbIX UHMEKUNA Obl-
NN N3BECTHble cneyuanncTbl B 3TOl o6bnactu G. DoOring (Fep-
maHus) un J. Sadoff (CLWA). lMopguyepkuBanacb Bepylwias posb
CUHErHOMHOM MasiouyKM B XPOHU3aLUM NlerovyHoro npouecca (akTt
MN3BECTHbIM, cM. pfanee). Tem 6o0nee WHTEPECHbIM Obl1O BbICTY-
nneHne G. Bellon wn coaBT. (PpaHuudA), KOTOpble nNpeacTaBuIn
[aHHble N 0 ApYrnx naToreHHbIX MWKPOOpraHusmax (Manousy-
YeHHbIX), KOTOpble NPUCYTCTBYIOT B HMXeNexalwmx otgenax 6poH-
XnasbHOro gepesa (MccnegoBanacb XUAKOCTb GPOHXOanbBeonap-
HOro naBaxa W 6uonTtaTbl CAN3UCTON MeNKUX OGPOHXOB Y L,
C XPOHWYECKOW CUHErHoWHOW WHekuneli. CUHErHolHasa nanoyka
npucyTcTBOBasla BO BCEX aHa/M3ax MOKPOTbl y 06CnefoBaHHbIX
8 60nbHbIX. OKaszanocb, 4TO y BCex 60MbHLIX M B onpegens-
nocb ot 15 po 25 pa3nnyHbiX 6GakTepuasbHbiX MWUKPOOPraHus-
MOB, npuyem OT 4 go 11 pasHoBugHocTel (B ToM umcne H. influen-
zae, parainfluenzae, Aspergillus fumigatus) onpegensnu s 6uon-
Tatax M CMblBaxX M3 HMXeNexalwmx oTaenos 6poHXuanbHOro ae-
peBa.

ABTOpbI cuMTaloT, YTO y 60/bHLIX M B C nepcucTeHuueit cuHe-
rHOMHOW Nasioykn B AeNCTBUTENbHOCTU GaKTepuasbHas 3KOI0rus
HuXenexawmx oTAenoB 6pOHXManNbHOro fepesa npejcTasneHa
C/IOXHbIM KOMM/IEKCOM U MOAJIEXUT BHUMATENbHOMY W3YyYEeHUIO.
B psge paboT MNoApO6GHO W3yyeHbl CBOMCTBA CUMHErHOWHOW na-
NIOYKN N MeXaHU3Mbl Mepexofia CUHErHomHOW WHgeKunn B Xpo-
Huyeckyto ¢dopmy (N. Hoili, N. Devaray, J. B. Goldberd wu
U. Romling, OaHuns). N. Hoili noguepkmBaeTt, uto P. aeruginosa
npoayumpyeT MHOXeCTBO TOKCMHOB (3nacTasa, LWenoyHas npo-
Teasa, 3K30TOKCUHbI A. S un T. pnA.). [lpoTeasbl CUHErHoiiHoM
nanoykn MHrMeMpyrT PYHKUMNIO harounToB, eCTeCTBEHHbIX Kune-
poB, T-kneTok, oHn paspywatroT C/ 4 monekynbsl T-Xennepos, UHIU-
6UPYIOT WHTepneliknH 1 n 2, paspywalT akKpeTOpHble MMMYHO-
rno6yNNHbI U NHAKTUBUPYIOT KOMMOHEHTbl KomnnemeHTta. W. Gold-
stein, G. Doring (FepmaHus) Aokasann, YTO NMpoTeasbl CUHErHoWn-
HOW nanoykn MPUCYTCTBYIOT B JIerKMX 607bHbIX MB, oaHako
Mo Mepe HapacTaHMa TUTpa HeWnTpanusylwmx crneymtbrnyecknx
aHTUTen csobofHble NMpoTeasbl He OGHaPYXWMBAKTCA, TaK Kak OHU
NPUCYTCTBYIOT B MMMYHHbIX KOMI/iEKcax.

OfHOWM 13 BO3MOXHbLIX MPUYNH Mepexoda CUHErHOMHOW MHpek-
UMM B XPOHMYECKYD (JOpMYy ABASETCA CHVDKEeHue daroumtapHoi
aKTMBHOCTW Makpoaros B 30He BOCMaseHus.

ABTOpPblI PEKOMEHAYIOT B 3aBMCUMMOCTU OT HaIN4Us UM OTCYT-
CTBUA aHTUTEN K CUMHErHOWHOUM nanoyke NMPUMEHNATb aHTubakTepu-
anbHyl Tepanuio, KOPTUKOCTepouabl U NUMMyHWU3aLMilo. BbiCOKMI
TUTP MMMYHHbIX KOMMEKCOB W aHTUTesl acCouumpyeT C MI0XUM
MPOrHO30M.

YTo KacaeTcsi BOMPOCOB J/leYeHUs, TO Mbl OCTAHOBUMCA TOJlb-
KO Ha HeKOTOpbIX M3 HUX. OuyeHb 6GOMbLIOE BHUMaHWe yaAensnochb
BOMpOCaM MpaBW/IbHOTO MUTaHWA AeTeil.

Kak un3BecTHO, Xopolwue nokasaTtennm maccbl Tena W OTCyT-
CTBME HapyLeHW PYHKLMN NOOXKeNYA0YHOM Xenesbl falT OCHOBa-
HVe Ans 6naronpuAaTHOro MNpPOrHosa.

Muwa Ao/mkHa 6biTb BbICOKOKANOPUAHONM (3TO OTHOCUTCS U K
cMecsiM AN MasleHbKUX feTeli), 06A3aTeNlbHO BK/IOYAKTCH XUPO-
cofiepxaline nNpoaykTbl (Macno, CAMBKW, KPembl, MOPOXeHOoe, cano
n T A4.). NMuraHne 4—5 pa3 B AeHb. ANs ynyyweHUs nutaHusa
B psge cryvyaeB MPUMEHSeTCH Ha/loXeHne 3HTepoCTOMbl Uy 6onee
cTapwux nauMeHTOB HasoracTpa/bHblli 30HA4 W BBeAdeHMEe nuTa-
TenbHOM cmecn. OyeHb MNOMYAAPHO BBeAEHVE MUTAHUS HOYLIO BO
BpemMa cHa. EcTecTBeHHO, 4TO Ana 60pb6bI ¢ Manbabcopbumei
MPUMEHSAIOTCA COBPEMEHHble (hepMeHTHble npenapaTtbl B BUAE M-
Kpocthepnyeckmx Kancyn € KUC/IOTOYCTOWYMBBIMU  060104KamMm
(KpeoH, naHkpeasa, NpoMuHa3sa). lNMpuem epmMeHTOB COOTBETCTBY-
eT yucny pas npuema nuwin.

OfHVM 13 KpUTEPUEB OLIEHKN 3(P(PEKTUBHOro NeveHus u npa-
BU/bHO MNOJO6PaHHON AneTbl ABMAAETCA yBe/IMYEeHWEe Macchbl Tena
nauyueHta. Bec npu poxaeHun, no MHeHuto Cl. Wielinski and
W. J. Warwick (CLIA), oka3sbiBaeT OCHOBHOe BAUAHWE Ha 6/1un-
Xallunii nepuoj, BbDKMBAHUA W He UMeeT CyLeCTBEHHOro 3Ha-
YeHusa AN AJNTENILHOrO MPOrHosa.

UTo KacaeTcs aHTMbGakTepuanbHOW Tepanuu, TO 3TOMY acnekTty



NOCBALEHO CpaBHUTENbHO Heb6onbwoe Yucno goknagos. O6wwme
MPUHLUNNBI TeYeHns ocTaBannucCb MPexHUMn: T. e. nNoAvyepKuBanacb
HEeo6XoANUMOCTb OUTENbHOW Tepanuu (C y4eToM BO3GyauTens);
npenmyLLecTBEHHO pekomMeHAyTca B-naktambl, Uecanocnopu-
Hbl 4-rO0 MOKOJIEHWUS, KEHOJIOHbI;, MYTU BBEOEHUA — BHYTPUBEHHbIE
MH(Y3UN, pexe BHYTPUMbILEYHble, nepopanbHblii NpMemM n BecbMa
NONyNApPHO MHransLuMOHHOE Ha3HauyeHue fleKapCTBEHHbIX Mpenapa-
TOB.

[JocTaToyHO nNoApOGHO B psge COOGLLEHWIt paccmaTpuBasncs
HOBbIA KEHONOHOBLIN aHTUGMOTUK Ana Npuema per os Ciprofloxacin
(pekomeHpyetca B pgose 40— 100 mr/kr B AeHb B f[Ba nNpuema,
cpegHsaa npoao/mkuTensHocTb Kypca 30,5 gHA). T. Rubio (CLWA)
OTMETUN K/MHUYeCcKoe ynyuyuweHne y 22 u3 24 ob6cnegoBaHHbIX,
R. J. Kunn wn coasT. (CLIA) He oTMeyann CyLECTBEHHbIX MNO-
604HbIX adhpekToB MNpu npumeHeHumn Ciprofloxacin (He 6bL10 ap-
Tpanrnmn, NopaxxeHWin CBA30YHOrO amnnaparta cycTaBoB). CBefeHUs
Tem 60nee WHTepecHbl, YTO WMEHHO M13-3a MOGOYHOro AelcTBUs
npenapar mMaso NPUMEHANCH B NeAnaTpuyeckon npakTuke. BmecTe
C TeMm, MOWUCKN HOBbIX aHTMGaKTepuasnbHbIX MNpenaparos OTHOAb
He pellatT C/IOXHble MNPo6aeMbl Sle4eHUs CUHErHOWHOW WHek-
umm y 6onbHbIX MB. W3BecTHo, 4To MykomaHas opma CcuHe-
rHOVHOIM nanoykn o6nagaeT CBOWCTBOM MHIMOGMPOBaHWS aHTMGMO-
Tnkos (N. Hodges, CLWIA). Moatomy R. Crystal (CWA) yka-
3blBaeT Ha Heo6XOA4MMOCTb BK/IOUYEHUS B KOMMIEKCHYK Tepanuio
MHrM6UTOpOB npoTea3, B YacTHocTM o WI  (NpegnoyTuTensHo
B a’po30/nu), ONS paspylleHus npoTeas CUHErHOWHOW Nnasioukw,
a D. O. Sordelli n coaBt. (ApreHTuMHa) HecTepougHbIX MPOTMBO-
BOCManuTenbHbIX npenapatoB (Piroxicam) pans Hopmanmnsaumn
MMMYHO/TIOTUYECKUX COBUIOB.

CoBepLUeHHO HOBOE Harnpas/ieHue B fle4eHUU 60JIbHbIX MYKOBUC—
LUMA030M OTKpbIBAeT TpaHCcnaaHTaunua NopaKeHHbIX OpraHos (ner-
Koe — cepfue, KOMMEKC cepple — Jfierknue, ogHO flerkoe, nevyeHsb).
Bcero k cepegmHe 1990 r. caenaHo okono 200 nepecagok opra-
HOB 60/bHBIM MB. Haunbonee copgepxaTefbHble AOKNagbl MO 3TOW
npobneme Ha KOHepeHUUN OblN  NpeacTasBfieHbl U3 AHMAUK
(J. S. Eiborn et al.), ®paHunn (P. Foucand et al.) n CWA
(N. Lewiston et al.). Bo3pacT onepupoBaHHbIX 60/bHbIX OT 5 A0
43 neT. BbiXnBaemocTb B TeyeHMe roga okoso 70 %, npuuem
npakTUYecKn HOpPMannM3oBannCh neroyvHble pyHkUMn. Hanbonee va-
CTbIMW NPUYMHaAMU CMEPTU, B TOM 4YMCne paHHeW, nocneonepaunoH-
HOl, ObIIN KPOBOTEUYEHMs, Cerncuc, MoyeyHas He[OCTaTOYHOCTb,
neroyHble uvHgekunun. MNpobnemsl nepecagkn neyeHn (B cny4vasx

MB ¢ nopaxeHueMm neyeHW) OTpPaxeHbl B WHTepecHelilem coo6-
weHnn K. Cox u coaeT. (CWA). WMmm nposegeHa nepecagka
neyeHn 10 naumeHtam (5 B3pocC/AbIX W 5 ageTeil, Bo3pacT oT 27
mecsueB o 30 net) B nepmod 1987— 1990 rr., NpuyeM K MOMEH-
TY COO6LEeHNA >XWUBbl 7 (NPOAO/MKUTENBHOCTL HabnwaeHus [0
4 neT).

PasymeeTcsi, adhdekTBHOE BeaeHMe 60NbHbIX MB He moxeT
OCyLLLEeCTBNATbCA 6€3 NpaBU/IbHOM AMcnaHcepu3aLmnn 3TUX GONbHbIX,
B TOM 4yncne NOCTOAHHOro aMbynaTOpPHOro HabnwAeHUs 1 NOMOLM
Ha AoMy. B CTPYKTypy UEHTPOB AWArHOCTUKU U neyeHus 60/b-
HbIXx M B BK/IOYEHbI, HApA4y C BpayYaMu pasHbix npodwuner (negu-
aTpbl, MNY/IbMOHOMNOIN, 3HAOCKOMUCTbLI, AWETOoNorun), obsasaTenbHO
un3notepanesTbl (671MXe BCEro B Hawem MOHMMAHUW VM COOT-
BETCTBYIOT HalM CreuunannucTbl Mo fieyebHoli unskynbType), B 3a-
[ayn KOTOPbIX BXOOAT MNpoBeAeHvMe C o06fA3aTeflbHbIM 0byyeHneM
60/IbHBIX U WX POACTBEHHMKOB Maccaxa, BMbpomaccaxa, MnocTy-
panbHOro ApeHaxa, AblxaTeflbHbiX YMpPaXHEeHWiA c conpoTuere-
HWEM Ha BblAOXe, OO6LeYKpennawwWwmx U3NYeCKNX YrnpaxHeHuNn,
cocTaB/ieHMe NpPaBU/IbLHOrO pacnopsgka gHa wn T. A

B CTpYKTypy UEHTpPOB BXOAAT: OAWH WM ABa CrneuuasnbHbIX
paboTHMKa, KOTOpble OCYLLEeCTBAAT MNarpoHax Ha AoMmy, crneasT
3a couuanbHOMW apganTtauuvel nauneHTa B [AETCKOM KO/NeKTuBse,
LWKOMe, NoOMoralT noAbickaTb MNOAXOAALLY0 paboTy.

Ha BbiCTaBKe LUMPOKO peKaMUpoBa/siCb MpPorpaMmbl (hursnde-
CKOli MOArOTOBKM W CUCTEMbI [AbIXaTeflbHbIX YMNPaxXHeHWA, 6bian
npepcraeneHsl o6pasubl hnaTTepoB M HECKONbKO Moaeneli PEP-ma-
COK, HOBbIi BMGpOMaccaxep ANS MHAWBUAYaNbHOrO MONb30BaHUA,
nocnefHuii AaeT BO3MOXHOCTb MalUMeHTy MOJIHOCTbIO 6biThb He3aBu-
C/MBbIM OT MOCTOPOHHel nomouwn. CoumanbHas agantauma — Bax-
Helilllee. yC/IOBUe HOPManbHOW XWU3HU 3TUX 6GOJbHLIX B OO6LLecTBe.

VIMEHHO MO3TOMYy XoueTcsi Halle 0630pHOe COO06LieHMEe 3aKOH-
YNTb'HA MaXOPHbIX HOTax. B umcne pasnnyHbIX MHGOPMAaLLMOH-
HbIX MaTepuanoB Ha KOH(EepeHUUN pacnpocTpaHanocb U NUCbMO-
nosgpasneHne 50-netHemy 60sbHOMY MB, KOTOpbIi, HecmMOTps
Ha TPYOHOCTU, CBfA3aHHble C ANUTENbHOW 60ne3Hbl, paboTaeT,
XeHaT 6onee 20 neT; He uMea COOGCTBEHHbIX pfeTeli (60MbHble
MB MyXunHbl B nogasnsaolweM 60/bLNHCTBE CllyvyaeB CTepWUSib-
Hbl), 3Ta napa ycblHOBWMa pebeHka, KOTOpoMy ceivac 20 nerT.
B uUenoMm 3ToT MyXUMHa XWMBET MOMHOLEHHOM XWU3HbIO.

KoHhepeHUUa npoaemMoHCTpMpoBasia MnopasuTenbHble Yycrnexw,
LOCTUTHYTble B 06/11acCTM OMArHOCTUKM W nlevyeHns MB, M OTKpbI-
na fJanbHenlune UHTepecHble MepcnekTuBbl PaboThbl.



