MeTogpl neveHns 60nbHbIX Ao 1 nocne MJ10.

CneBa — MCXOAHble flaHHble, CripaBa — CMyCTs rog.

/ — cTaumoHapHoe obyueHue. |1 — ambynatopHoe o6yueHue, |11 — KOHTponb, HA —
He0CTOBEPHO.

CBET/blil CEKTOp — AMeTa, 3alUTPUXOBaHHbIN NHEKaMn  NepopasibHble caxaprnoHu-
arole npenaparbl, 3aLITPUXOBAHHbIA TOUKAMU — UHCY/UH.

O ppyrux pesynstatax MN/10 (BAMAHWUK ee Ha Me-
OMKO-COLMa/IbHbIE NapaMeTpbl, NoKasaTeny nosege-
HMS BOMbHBIX, CBA3AHHOMO C AMabeTom) Mbl Mpea-
nonaraeM COOOLWNTb B Aa/lbHENLLIEM.

Bbicokas 3(p(heKTMBHOCTb OCHOBAHHOIO Ha
MO TepaneBTMyeckoro nogxogda Kk MH3C/ 3ac-
TaB/IFET MUCKaTb NyTW 60iee LMPOKOro ee BHeApe-
HUA B NPaKTUKY 34paBOOXPaHEHUs. ITOMY BO
MHOroM crnoco6cTByeT peanvsaums [unabetoso-
rmyeckoli obpasoBaTeflbHOW MporpamMmmbl s
Bpayeli-aHA0KPUHONOIroB, NpoBogumon ¢ 1995 r.
Ha 6ase OHL|, PAMH.

BbiBobl

1. CTpyKTypupoBaHHaa nporpaMmMa fie4yeHuns 1
00y4yeHus aBnsetca 6onee aPPeKTUBHLIM Tepa-
NeBTUYECKUM MOAXOLOM MO CPaBHEHWUIO C Tpaau-
UMOHHBIM B nledeHnn 60nbHbIX VH3CO. Mpume-
HeHWe CTPYKTYPUPOBaHHOW MporpaMMbl MNo3Bo/n-
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N0 [OCTOBEPHO CHU3WUTL Maccy Tefia 1 ynyyluTb
MeTabosimyeckme rokasartesin y O0/bHbIX
MH3C/, He nonyyarLlumx UHCYNMNHA, a Takxke
noafepXXarb AOCTUrHYTbIM 3()(DEKT B TeYeHMe ro-
[la HabnaeHws.

2. Mporpamma, OpUEeHTMPOBaHHAaA MpPenmyLLec-
TBEHHO Ha HeMeAVKAaMEHTO3Hble METOb! SIeHeHus,
Jana BO3MOXHOCTb OTMEHWTb MepopaibHbIE caxap-
NMOHWXKaKoLLMe npenapatbl NpumepHo y 30% 60/b-
HbIX, CHU3WUTb uX f03y euwle y 50% oT ymcna nepso-
Havya/lbHO MONYYaBLUMX NepopasibHyH Tepanuio, a
TaKXXe MOMHOCTLIO M36exaTb HasHaYeHUsi NHCYN-
Ha B rpynnax, npoweawmnx obyyeHune, YTo He OblIo
[OOCTUTHYTO MPU TPaSULMOHHOM MOAXO0[e.

3. CpaBHeHVie aMOynaTopHOro 1 cTauMoHapHoro
BapvaHTOB 00Y4YeHUs BbISIBAMO, YTO MEPBbIA N0 3(-
(heKTMBHOCTU (CTEMeHb KOMMeHcaLmmn yrnesoLHoro
W NUNUGHOTO O6MEHa, CHWKEHME MacChbl Tefna) He
yCTynaeT CTaluMOHapHOMY, ABMAACH B TO Xe BpPeMs
6onee 4OCTYMHbLIM OpPraHM3auMOHHO ANS 60/bHbIX
1 amOynaTopHOro 3BeHa MeAuLMHCKOM MOMOLLM, a
TaKXXe 3KOHOMMYECKM 60siee npuemnemMbiM s
3[,paBOOXPaHEHNS B LIe/IOM.

4. CaMOKOHTpPO/Ib 3a MokKasaTesiIAMn T[J/1HKO-
3ypUn/TANKEMUN, NMPOBOAUMDIA GONbHLIMU B COOT-
BETCTBUM C HaMEYeHHON MNporpaMMoi, Cnocoo6-
CTBYET AOCTVKEHUIO 1 MOALEPXKAaHUIO Yy HUX CTOW-
KON KOMMeHcauun yrnesogHoro obmeHa. besonac-
HO 1 0BOCHOBAHHO MPOBECTU OTMEHY Mnepopasib-
HbIX CaxapnoHVKAKLWMX MPenapaTos 1 OCYyLLEeC-
TBUTb NMepeBos 60/1bHOr0 Ha AMeToTepanuio B am-
OyNaToOpHbIX YCNOBUAX MOXHO TOJIbKO NpY npoBe-
[eHNN 60/bHbIM CaMOKOHTPO/SA YINEBOAHOI0 06-
MeHa.
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A. M. KaamHu, O. M. Cupoposa, T. C. KamblHuHa

CEMPEFALIMIOHHbIN AHANN3 ANDDY3HOMO TOKCUUECKOIO 30BA

MOCKOBCKMWIA 06/1aCTHOW Hay4HO-UCCNef0BaTeNbCKUI KNMHUYECKNIA MHCTUTYT

AnddysHblin ToKenyecknin 306 (4T3) — ayTonm-
MYHHOe 3ab0/eBaHue, KINHUYEeCK1e NpOosiB/IeHUS
KOTOPOro 00yC/oBeHbl 6MONOrMYeCKUM 3DHEKTOM
TUPEOUIHbIX FOPMOHOB W KaTexonaMuHoB. Hepeg-
KO OH Habnwogaetcs B psde MOKOSEHUIA B OJHOW
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ceMbe |2]. YumTbiBas Hanmume CeMeliHbIX CNny4yaeB
AT3, Henb3a UCKKUUTL POoJb HACNeACTBEHHbIX
(hakTOpOoB B €ero passutun. OnpegesneHve ponu Hac-
NeCTBEHHOCTN KaK O4HOro u3 3Tux (hakTopos
BK/TOYAET YCTAHOB/IEHNE MOLE/NIN HacnefoBaHus 3a-



PogiocnosHas cembit O.

CBeT/blii KPYXXOK — KEHLLVHA, CBET/bI KBafpaT — MYXUMHA, TeMHble KPY>OK i
KBagpar — 60nbHble 4T3, CTpenkoii ykasaH NpobaHa, 3a4epkHyTble CUMBONbI — yMep-
LLMe YneHbl POAOCIOBHOM.

6onesaHus. CnefyeT BbIACHWUTb, ABNSETCA 3ab0/eBa-
HVie MOHOTOHHBIM WU MyNbTU(aKTOpUasibHbIM (60-
Ne3Hb C Hac/eACTBEHHbIM MPEeAPacroNioKEHNEM).
OnpepfeneHvie AByXannenbHO MOHOIOKYCHON Mofe-
/N Hac/neLoBaHWs NPOBOAMTCA C MOMOLLbIO cerpera-
LIMOHHOrO aHa/m3a.

Llensto HacTosero vccnegoBaHns ABASIOCh
onpejenieHve mofenn HacnegosaHua AT3 nyTtem
UCK/OUYEHNS NN NOATBEPXKAEHNSA MOHOTOHHOW -
noTesbl ero HacnefoBaHWA, rpegnonaras, yTo B
3TUONOTMM UTPalOT OMPeLesIeHHY Pofib OAUH [0-
MUHAHTHbIA reH (ayTOCOMHO-AOMUHAHTHbINA TUN
HacnefoBaHUA) UM [Ba PELLeCCUBHbLIX anfens
(ayTOCOMHO-peLeCCMBHBIV TUM HacnefoBaHUA).

MaTepI/IafIbI n MEeToabl

O6cnefoBaHbl UneHbl 34 cemeil Npo6aHAoB. Y KOTOPbLIX Bepy-
trymposaH AT3. AHaM3MpoBaan TOMbKO CEMbM € 2 cubcamm un
6onee, TNOM 6paka poauTeneii Aa x aa, Aa x Aa. Cerperauu-
OHHas 4acToTa B CeMbAX C ABYMS MOPaKEHHbIMW paccMaTpuBa-
emMbIM 3a60/71eBaHNEM POAWTENEN He U3y4yanacb, Tak Kak BbisiB/ie-
Ha TONbKO OfHa Takas ceMbs ¢ 5 feTbMuW. Bce feT B 3TON ceMbe
60nbHbI AT3. B faHHOW pOLOC/NOBHOM OH Habnwogancs B Tpex
NoKoneHuax (CM. PUCYHOK). He yunTbIBaNNCb CEMbM C MOPaXeH-
HbIMU POLCTBEHHVKAMMN BTOPOW M TPETbEN CTeMneHW PoACTBa.

[ns npoBefeHVs CerperauyoHHOro aHaansa npuMeHeH me-
TOJ, HEMONHOW pernctpaumn BaiiH6epra (npocTtas, eAvHUYHasA
pervctpauus). Mpy MCNoMb30BaHMN JaHHOIO MeToAa Habntopa-
emasi cerperauMoHHas YactoTa OrnpefenseTcs Kak OTHOLUeHue
60/bHbIX CM6COB NpobaHAOB KO Bcem cubcam [1, 3|:

Tabnunua !

PacnpegeneHuve cemein npo6aHaoB, 60MbHbIX 4T3, no uucny geten
(53 u uncny 60nbHbIX aeTeld (r) — Tun 6paka poauTeneli Aa x aa

No n/n 5
1 2 1
2 2 1
3 2 |
4 2 1
5 2 1
6 2 1
7 3 1
8 3 1
9 3 1
10 5 1
11 5 2
Bcero.. 31 12

Tabnvua 2

PacnpepgeneHuve cemeli npobaHAoB, 60MbHbIX T3, no uvcny feTei
(mV) n uncny 6onbHbIX AeTel (r) — Tun 6paka poauTenein Aa x Aa

Ne n/n K |
| 2 1
2 2 1
3 2 !
4 2 1
5 2 1
6 2 |
7 2 |
8 2' 1
9 2 1
10 3 1
11 3 1
12 3 l
13 3 2
14 3 2
15 4 1
16 4 1
17 4 2
18 5 2
19 5 !
20 5 |
21 6 |
22 7 1
23 7 !
Bcero.. 80 27

rae N — yucno cemeld, B KOTOPbIX 0GHapYeHbl GOfbHbIE.

rae p — Hab/ofaemas cerperalmoHHas yactoTa, p — OXuaaemas
cerperauyoHHas yacTora.

Ecnm / 6onblie YABOEHHOrO CTaHAAPTHOrO OTK/IOHEHWS, TO
runotesa 06 ayTOCOMHO-PELECCUBHOM MW ayTOCOMHO-[0MU-
HAHTHOM TUMe HacnefoBaHWs OTBepraeTcs.

Pe3ynbTaTbl U X 06CYXXAEHME

B Tabn. | npeacTaBneHo pacrnpefeneHne cemeit
npo6aHioB, 60M1bHbIX T3, N0 uncny feTeid u yucny
60/1bHbIX AeTell npu Tune 6paka poauTenen
Aa x aa. Kak nokas3aHo, B OO/bLUMHCTBE CEMEW
2 [eTeld, B Tpex ceMbax Mo 3 pebeHKa U B ABYX —
no 5 geTeli. Bo BCex CEMbSX, KPOME OAHOM, COCTO-
Aleit u3 5 geteld, cmbebl NpobaHAOB 340POBbI.

Mpn MCNonb30BaHNM METOAA eANHUYHOWA peruc-
Tpauun BaliH6epra B cembaX C npegnonaraeMbim
ayTOCOMHO-OMWHAHTHbLIM TUMOM Hac/efoBaHus
HabnogaeMas cerperalyioHHas 4yacToTa paBHa:

12-11
v 3111 =005,
a=0048,
05 -0,05
0,048

Pasnnume poctoeepHo (p < 0,05). Cneposaresib-
HO, runoTesa 06 ayTOCOMHO-AOMWHAHTHOM Tume
HacnefloBaHUA He NOATBEPXKAAETCA.

B Tabn. 2 npeacTasnieHoO pacripefeneHne cemei
npo6aHaoB, 6o/bHbIX 4T3, No uucny Aeteid n umcny
60/IbHbIX AeTell Npu Tune 6paka poauTenei
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Tabnuua 3

CerperauyoHHble YacTOTbl U MX OLEeHKa Mpu rurnoTese 06 ayTOCOMHO-AOMUHAHTHOM 1 ayTOCOMHO-PELLECCMBHOM HacnefoBaHun AT3

CerperaumoHHblii aHanms

?)-Omﬂnvlggﬂa:; l:é/IMCg; Twun HacnenoBaHusa cerperaunoHHbIe HacToThbl a - . )
P p-p
Aa x aa n AYTOCOMHO-A0OMUHAHTHBbII 0.05 0,5 0,45 0,048 0,096 9,4 < 0,05
Aa x Aa 23 AYTOCOMHO-PELLECCUBHbIN 0.07 0,25 0,18 0,03 0.14 6 < 0,05
Aa x Aa. Kak BMAHO, 60/bLUYI0 YacTb COCTaBMAOT HWUA CO 340POBLIMU poAUTENs MM Npob6aHAoB, OT-
CEMbYM C 2 AETbMW, B MATU CEMbSX — MO 3 feTeld, B MeuyaeMas cerperauyoHHas yactoTa npu Tune 6Gpa-
Tpex — Mo 4 pebeHka 1 B Tpex — No 5 Aetend, B Ka poguteneil Aa x aa (0,05) HvKe, yem Mpw Tune
ABYX — MO 7 AeTeid n B ogHon 6 fgeteid. Mo | cmbey 6paka poguteneit Aa x Aa (0,07). OTanume 0T OXKu-
ObINI0 MOPaXEHO B YeTbIpeX CeMbsX. B OCTa/lbHbIX [laeMoVi cerperalyoHHON YacTOTbl TaKXe BblLLE B
Ccembsix cubebl NPo6aHJ0B 340POBbI. CeMbAX C MpeAnonaraeMbiM ayTOCOMHO-A0MUHAH-
Habnogaemas cerperauyoHHas yacToTa pasHa: THbIM TUMOM Hac/nefoBaHWs. B TO xe Bpems pas-
nnyve mexay HabmoaaemMoit U 0XXKMAaeMoN cerpera-
LIMOHHOWM 4acTOTOM CTaTUCTMYECKM AOCTOBEPHO
(Tabn. 3).
a=0,03,
= 023897 —s. BbiBOAbI
30M, runoTe3a 06 ayTOCOMHO-PELIECCUBHOM TUMe 3Ha4MO NOATBEPAW/IO NMPEAMONOXEHNE O TOM, 4TO
HacneZoBaHUS He MOJTBePXKAaeTCs. [OT3 HC aBnaeTca MOHOreHHbIM 3abonesaHviem. [o-
CnefoBaTteflbHO, NMPOBEEHHbIN aHann3 cemeit BMAVMOMY, OH VMEET MynbTU(haKTopuanbHyHo
npo6aHaoB, 60bHbIX AT3, He NMO3BOAWA BbISBUTb npmpogay. .
COOTBETCTBUS 3a60/1€BaHUS MOHOMEHHOW MOAeny, 2. YunTblBas 3Hau4MTeNbHOE YNCNO CemMen C Ha-
HECMOTPS Ha CYLLEeCTBOBaHME CeMeliHbIX C/y4aeB Nn4viem 3ab0neBaHNst y POAUTENeN u Ux feTeid,
60ne3Hn. Mpy 3TOM BbISBNIEHbI CEMbM, B KOTOPbIX HE/b3A UCK/T4NTL POJib T/1aBHOTO FeHa B passuUTiK
60NEH OfMH W3 PoauTENeli 1 ero pebeHoK, a TakkKe AT3.
CEMbY C MOPaXKEHHbIMU CUOGCaMM 1 3[40POBLIMUA PO-
antenamun. 32% (11 cemeit) cocTaBUIM CeMbU C BO3- NNTEPATYPA
MOXHbIM ayTOCOMHO-LOMWHAHTHbIM TWUMOM Hac/e-
foBaHVs. B 15% cemeii (4 3 34) poauTenu 340po- L Poukos H. T oaxapes 1. ©., Vieatios B. 1. Meguumwckas
Bbl, 00/1bHbl TONLKO CUOCLI. B 3TMX cemMbax BO%MO)K' 2. TloTeMKuH B. B_‘ SHAoKpUHONorma. — M.. 1986.
HO NpeanonoXXmtb ayTOCOMHO-PELECCUBHBLIN TUT 3. SdpoumcoH B. . BeeaeHUe B MELULMHCKYIO TEHETUKY. —
HacnefoBaHusi 6one3Hn. [pyrve mnccnegyemble M., 1968.
CeMbY MpPeLCTaB/eHbl eANHUYHBIMU CyYasmy 3a60- Moctynnna 03.0245
nesaHus. Takum obpa3om, cembu (11 cemeir u3
15 ceMeMHbIX cny4aeB |D|T3)1 B KOTOPbIX BEPOSAT- A. B. Kalinin, O. P. Sidorova. T. S. Kamynina - SEGREGATION
HbIM SIBNSIETCS ayTOCOMHO-AOMUHAHTHBIA TUN Hac- ANALYSIS OF DIFFUSE TOXIC GOITER

Nle[j0BaHuns, BbISBMAKOTCA NMOYTU B 3 pasa yaltlie.

IlnA CerperauyioHHOro aHanmaa MCrosb3oBaH Summary. Die authors discuss segregation analysis of dif-

fuse toxic goiter based on 34 histories selected for the proband. In

TOMbKO MeTO[, efIMHAYHOW peructpauun BaliHbep- 11 families one of the parents and the child were ill, in 23 the
ra, Tak Kak obcnefoBaHbl CEMbW HE BCEX |-|p06a|-|- proband’s parents were healthy. Weinberg’s method of solitary
AOB, MPOKMBAIOLLYX B MOCKOBCKO/ oGnactu. Xora  BORIEon Wen 108t T2 CEResh ol onee DI e manoseie e
CeMbW C MOPKEHHLIMW POAMTENIAMUN 3HAYNTENBHO pothesized autosomal dominant and autosomal recessive types of
npeo6/iafialoT Haj, CeMeiHbIMU ClydYasmMi 3a60/1eBa- inheriting.

« KONNEKTMB ABTOPOB, 1995
YK 615.31:546.15].03.07

H. 10. Csupugerko, H. M. Maiioposa, A. H. Hasapos, M. W. Ap6ysoBa, b. . MuLleHKO,
. A. I'epacumos

NCMOJIb30OBAHUE MPEMAPATA NOANPOBAHHOIO MAC/A (JINMMOAO/) B
PAMIOHAX C YMEPEHHOW NMOAHOW HEAOCTATOUYHOCTbLIO

OHAOKPUHOMOIMYECKNIA HayuHbIA UeHTp (aup. — akag. PAMH W. W. epoB) PAMH. Mocksa

B HacTosiLLee BpPeMs CYLLECTBYeT HECKO/bKO asib- HVS: NOAMPOBAHHOWN COMKW, BOAbI, Xne6onekapHbIX
TepHaATMBHbLIX METOLOB NPOMUIAKTUKA 1 NleYeHUs N30eNNIA, KOPMOB /19 XXMBOTHBIX, C Apyron — npu-
nopaetMunTHBIX 3a60/1eBaHNIN 1 3HAEMUYECKOTrOo eM JleKapCTBEHHbIX NpenapaToB Moja, Takux, Kak
306a. C OAHOW CTOPOHbI, OHM MpefycMaTpUBatoT aHTUCTPYMUH, nunuogdon. MocneaHnii npeacTasns-

MNCMonb3oBaHMe VIO,D,MpOBaHHbIX NPOAYyKTOB MUTa- €T CO00on npenapar MeaneHHoO BCacCbiBaemMoro
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