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NMEPEOOBAA CTATbA

B 2007 r. ucnonHsaetcsa 75 net co gHs
oTkpbiTns MY3 «bonbHuua Ne 1 MuHuc-
TepcTBa 3apaBooxpaHeHus Pecnybnviku
Caxa (Akytus)”. B aBrycTte OyayT npoBo-
ANTbCH tobunenHble MeponpuATUs B pam-
Kax nnaHa MeponpuaTUn NpaBnTENbLCTBA
n MuHaapasa pecnybnuku. lNMnannpyetca
npoBeAeHne Hay4YHO-MPaKTUYECKOW KOH-
depeHumMn Bpayen pecnybrMKaHCKUX
YyUpexXaeHuin 1 panoHOB MO aKTyarbHbIM
BOMpoOCaM repuaTpum cC npurnaieHmem
CNeLmnanmncToB —y4eHbIX U3 LleHTpanbHbIX
Hay4YHO-1CCreaoBaTenbCKUX MHCTUTYTOB.

BonbHMua Gbinia co3gana no MHuuma-
TMBe Hapkoma 3apasBooxpaHeHuns AACCP
depoposa Erpada [puropbesnya. B
Havane 30-x IT. pykoBOAMTENSMWU MOSIO-
[0Vl aBTOHOMHOW pecnybnukun Ha pasHbix
YPOBHSAX Ha3Havanucb akTUBHbIE y4acT-
HWKW YCT@HOBIIEHNSI COBETCKOW BRacTW.
OT0 GbINK MIOAKN, NPOLUEALLNE BCE TAMO-
Tbl [paXkgaHCKoOW BOWMHbI, Xonoaa, roro-
Aa. BonbWMHCTBO M3 HUX MpUHUMAanu
HernocpeaCcTBEHHOE y4YacTue B BOEHHbIX
aencreusx. MNpakTnyeckn Bce oOHN UMenu
cepbesHble Npobnembl B CBOEM 3[0pPO-
Bbe. B ycrnoBuax HU3KoW rpaMoOTHOCTM U
MOMMTUYECKOTO CaMOCO3HaHWs Hacene-
HVS B TO BPEMS 3aMEHUTb pPyKoBOAsLLME
Kafpbl 13-3a COCTOSIHMS UX 300POBbS He
npeacTaBnanock BOSMOXHBLIM.

B cBSiI3n C 9TMM HapKOM 34paBOOX-
paHeHua AACCP npennoxun OTKpbITb
cneumannsMpoBaHHOe yuypexaeHve Ans
obecnevyeHnss MeOWLMHCKON  MOMOLLM
y4acTHMKam 1 uHBanugam [paxagaHc-
KOM BOWHbI, paboTHWKaM HapKOMaToB,
obkoma, ropkoma naptmM v geatensim
Hayknm W1 Kynetypbl. [locTaHoBneHuem
6ropo Akytckoro obkoma BKIM(6) ot 1

CUOOPOB AnekcaHgp CeMeHOBMY — Bpay-
OopraHu3aTop BbICLIEN KBanud. Kateropwuu,
3acn. Bpay PC(A), . Bpay Y3 «bonbHuua
Ne1 M3 PC(A)».

A.C. Cuaopos

BOJIbHULA Ne 1 MUHACTEPCTBA
30PABOOXPAHEHUA PECNYBIIUKA

CAXA (AKYTUS)

nioHst 1932 . Ne 32 GbIfo NpUHATO pe-
WweHve 06 OTKPbITUM MOMUKIMHUKK ANS
OTBETPabOTHUKOB. OTUM XKEe MOCTaHOB-
NeHneM Hapkomaty 34paBOOXpaHeHUs
Obino nepenaHo 3gaHue ropkoma BKI(6)
ONns pasMeLleHVs MonuknuHuky. Mosa-
Hee ONs cTauyuoHapa Obino BblgeneHo
[OBYX3TaXHOe [EepeBsiHHOe 34aHue Mo
yn. O3epxwuHckoro 11/5. MaBHbIM Bpa-
yom Obin HasHayeH CtpenoB [laBen
Omutpuesny. MN.O. Ctpenos B 1924 .
OKOHYMI MeauUMHCKMIA dpakynsteT Tom-
CKOro rocyHvuBepcuterta. bbin HanpaeneH
Ha paboty B Akytuo. Pabotan Bpayom
B Hamckom panoHe, FAKyTCkon ropopc-
Ko 6onbHuLe. MMaBHLIM BpayoM Hallewn
BonbHMLbI NpopaboTar, HaunHas ¢ 1932,
C HebOMbLUUM NepepbIBOM OKOMo 8 neT.
HarpaxpeH meganbto «3a 40OnNecTHbIN
Tpya B Benukon OTeyecTBeHHON BOWHE
1941-45 rr.», NPUCBOEHbI 3BaHUA «3a-
cnyxeHHbIi Bpa4 AACCP», «3acnyxeH-
Hbii Bpad PCOCP». 3a rogbl paboThbl
CTtpenoBa BnepBble B UCTOPUWN AKyTUM
OTBETPabOTHUKN MpOLLNN  yryOneHHbIN
MEAMLMHCKUA OCMOTP M ObiNn B3ATbI Ha
OMCraHcepHbin yyeT. NMomMnmo neveHus
OCTpbIX 3aboneBaHui GbiNO OpraHM3o-
BaHO npodmnaktTuyeckoe neveHve. B
COOTBETCTBUM C [AMPEKTUBHBIMU MaTe-
punanamn VIl Bcepoccuiickoro cbesna
3gpaBooxpaHeHusa (1930) u noctaHoB-
nenust LUK BKI(6) 6bino B3ATO Hanpas-
neHve Ha AuddepeHUNpoOBaHHbIN NOA-
X004, K MeAuuMHCKOMY  06CnyXvBaHUo
pasnuyHbIX rpynn HaceneHus. B cBs3n
C 9TUM OTBETPabOTHMKW, OEeATenu Ha-
VKN U KyNbTYpbl BblAeNeHbl B OTAENbHY0
rpynny Hacenenus. OgHUM K3 NepBbIX
BHOBb CO3[aHHOe ne4vebHoe y4dpexge-
HMe Ha4yano BHeAPSTb peLleHns cbesaa.
B aTom Obina Gonbluasa 3acnyra nepeoro
rnasHoro Bpaya l1.[. Ctpenosa. 310 OH
CO CBOMMW KOnneramu 3anoxui OCHOB-
Hble KaHOHbl AesATENbHOCTU GOnbHULbI,
cdopMMpOoBarn KOMnekTUB B OHO Liernoe,
CO CBOEN VHAMBWUAYarnbHOCTbIO, Tpagu-
unsiMun. TIpUHATBI K HEYKOCHUTENbHOMY
UCMOSHEHNIO BpavebHas aTvka u meau-
LUMHCKas [EOHTONOrMsi Kak COCTaBHble
yacTm nevebHoro npouecca. bnaropa-
psi KOMMMEKCHOMY MOAXOAY K NeYEeHMIo
BONbHbLIX AOCTUrHYTHI 3HAYUTENbHbIE YC-
nexm B O300POBIMEHUUN MPUKPENIEHHOIO
KOHTWHreHTa.

Octacbety B KayecTBe rMaBHOMO Bpa-
ya npuHan Enucen TuxoHoBuY Anek-
caHgpoB. AnekcaHgpos E.T. poawncs

B anpene 1890 r. B AMrMHCKOM Hacrnere
BocTouHo-KaHranacckoro ynyca Akytc-
Kon obractu. B 1917 r. noctynun Ha me-
OVLMHCKNI bakynbTeT TOMCKOro rocyHm-
Bepcuteta. OgHako B 1920 r. BbIHYXAEH
ObIn npepBatb y4eby, T.K. 6bIN Npu3BaH
dbenbalepom B AeNCTBYOLLYIO KpacHyto
Apmuto. PakynbsreT 3akoHunn B 1925 .
BpauebHyto nesitenbHoCTb Havan B Tto-
MeHu. Mo Bo3BpalleHuto B AKyTuio 3aBe-
nosan Hamckon, AMIMHCKOWM panoHHbIMK
6onbHuuamn. B 1940 r. 6bin HasHa4veH
rnaBHbIM Bpa4oM Haluen 6onbHuubl. Pa-
6otan Bnnotb Ao 1949 r. NMocne Heko-
Toporo nepepbiBa B 1951 . BHOBb ObIn
Ha3Ha4yeH Ha 3Ty JOMKHOCTb 1 npopabo-
Tan B obuwen cnoxHoctn 11 net. loabl
pabotbl Enuces TuxoHoBuya B G0rnb-
Huue MwuH3gpaBa coBnanu ¢ TPyAHbIMU
NpeaBOEHHbIMW, BOEHHbIMU M MOCMEBO-
€HHbIMW rogamu. 3a BkNnag B pa3BuTue
3a0paBooxpaHeHns Enuceto TruxoHoBuuy
NPUCBOEHO 3BaHWe 3acryXeHHOro Bpa-
ya Axytckon ACCP, PCOCP. HarpaxaeH
Meganbto «3a gobnectHbi Tpya B Benu-
ko OTevecTBeHHOW BoMHe 1941-45 rr.y».

B rogbl BoMHbI KONMNekTnB 60nbHULbI,
KaK v Jpyrmx nevyebHbIX y4YpexaeHun,
XU 1 Tpyauncst Bo ums nobeabl Haa da-
mcTckon Mepmarment. Bece 6bino nocesi-
LeHO pOoHTY. YpoBeHb nevebHO-Npo-
dunakTuyeckon paboTbl He CHU3WICS,
a HaobopoT, cTan 3HaYUTENBbHO BbILE U
KadyecTBeHHee. B OonbHuUe Bnepsble
OTKPbITbl XUPYypruyeckas, rnasHas, kap-
avonormdeckast cnyx6bl. YcuneHa na-
6opaTopHas cnyxba. PaclumpeHbl Buabl
KIIMHUYECKMX aHanNn3oB, OTKPbINMCh Guo-
XUMUYECKMNE, LIUTONOrMYECcKMe OTAENbI.
Jlabopatopusa ocHacTunacb COBpPEMEH-
HbIM 060pyaOBaHNEM TOro BpeMeHu. Pa-
6oTa 60nbHMLbLI Oblna NepeopueHTUpo-
BaHa Ha BOeHHbI naa. C cdpoHTa cTtanu
nocTynatb paHeHble U WHBanuabl. Wm
NpoBOAMIOCL KOMMMEKCHOE BOCCTaHO-
BUTENMbHOE NeYeHne.

KonnekTne Ha CBOM NMn4HbIE CpeacTBa
ctan nomoratb (POHTY: Obln opraHu-
30BaH cOop Tennbix Bewen anst poH-
TOBMWKOB, MPOBOAMNUCE CyBOOTHMKM MO
cbopy v oTnpaBke MeTannonoma.

B nocneBoeHHbIV Nepuop, KONnekTne
cTan akTMBHO paboTaTb [Ans BOCCTa-
HOBMNEHUSI HapOAHOro xo3sncTea. bonb-
LUMHCTBO OTBETPabOTHMKOB ObINu hpoH-
TOBWKaMu, UMENV pasnuyHble CNOXHble
paHeHus. W konnekTuBy 60MnbHULbI NpuY-
LIMOCb MEepeopueHTMpoBaTh Npodusb



N TaKTuKy nedyebHon paboTbl. Torbko
YeTKO OpraHM30BaHHOE [AMcrnaHcepHoe
fie4yeHre MOrno BOCCTaHOBWUTb MoLlar-
HyBLUEEeCs1 300pOBbe (PPOHTOBUKOB WU
TpyXeHuKkoB Tbina. W Takoe neveHue
ObINIO  OPraHM30BaHO KOMMEKTUBOM BO
rnaee ¢ Enuceem TuxoHoBmyem. K oueH-
Ke 3Ha4YMMOCTV VX TpyAa B MOMHOW Mepe
OTHOCATCSA CrnoBa MUWHWCTPA 34pPaBOOX-
paHeHusa AnekcaHgposa B.J1. u3 npe-
OVNCNOBUA KHUIMN, MOCBSLLEHHON 75-ne-
TMIO GonbHULBI, «[apylolme XuU3Hb»:
« ... bbina Heo6xoQUMOCTb OpraHusaLmm
crneunannanpoBaHHoOM MeANLIMHCKOWN
NMOMOLLM AN OTBETCTBEHHbLIX PabOTHU-
KOB TOCyAapCTBEHHbIX, MPOCO3HbIX,
NapTUIHBIX OPraHoOB U yYpeXaeHun, ae-
ATenen Haykum u KyneTypbl. B coxpaHe-
HUM paboTOCNOCOBHOCTHN, TBOPYECKOrO
MbILLUTIEHUS] HEMANOBaXHYHO POIib UrpaeT
Kpenkoe 300poBbe. A B CBOK ouvepedb
TpyA Kaxaoro ns Hux obycnaenueaert Oy-
AyLiee MOrofon aBTOHOMHON pecnybnu-
Ky, BblbpaBLUel HOBbIN MyTb COLMAnbHO-
9KOHOMMWYECKOTO Pa3BUTUSAY.

B pasHoe Bpems BO rmaBe O0nbHULbI
cTosina nnesga TakMX SIPKUX FIMYHOC-
Ten, npodeccuoHanoB cBOero aena, kak
CbitoBa AnekcaHgopa AnekcaHApoOBHa,
Enosckas Enusaeeta OmutpuesHa, [o-
NoBKUH Butanuin Buktoposud, MurankuH
Ceprenn Ocwunoswud, JllobrumoB [epmaH
Masnosu4, ManuHuH XKopx NeTposuy.

C 1976 no 1979 r. maBHbIM Bpa4oMm
paboTan oguH M3 KpyMHbIX opraHu3aTo-
poB 3apaBooxpaHeHust LagpuH dununn

Eroposuu.
Wagpun ®.E. nocne OKOH4YaHUSA
YNTUHCKOrO  MeauHCTUTyTa  pabortan

rmaBHbIM BpadoMm Abanaxckom rpsise-
neyebHuupbl, JIeHMHCKON LeHTpanbHown
parioHHoW 6onbHULbLI. Kak oamH u3 kpyn-
HbIX OpraHM3aTopOB 34pPaBOOXPaHEHMs
OblN Ha3Ha4eH rMaBHbIM BPa4YoM Hallen
6onbHuubl. C 1980 no 1989 r. pabotan
UHCTpykTopoM Coeta MUHMUCTPOB AKyT-
ckon ACCP no Bonpocam 3apaBooxpa-
HEHUS U couunanbHoro obecneyeHus.
loabl ero paboTbl B GonbHULIE O3HaMe-
HOBanuCb 3HaAYUTENbHbBIM YryYLlEHNEM
nokasarenen yudpexaeHus. K koHuy 1979
I. N0 cpaBHeHuto ¢ 1976 r. BonbHUYHas
netanbHOCTb CHM3MNack Ha 2,3%, oxear
AMCnaHcepHbIM HabnogeHem gocturan
86%. OpraHusoBaHa Bble3gHasi paboTa
Ha OOM K TsKenobonbHbIM NauneHTam,
3HAYMTENbBHO Yry4lleHa MaTepuarnbHO-
TexHun4yeckas 6asa 60nbHULbI.

C 1986 r. pgeBATb NneT BO3rnaBnsn
OonbHULY kaBanep opgaeHa «3Hak [lo-
yeTay, OpraHuM3aTop 34paBOOXPaHEHUs
BbICLLUEN KBanMdUKaLMOHHOW KaTero-
pum AdpaHacun BacunbeBny Hwukona-
eB. B Hawy 6onbHMLY OH npuwen yxe
M3BECTHbIM KaK OAWMH M3 KPYMHbIX opra-
HN3aTOpPOB 3[paBOOXpaHeHusi. 3a ero
nneyammn Gbina acnupaHTypa Tomckoro

MEAMLMHCKOrO MHCTUTYTa MO opraHusa-
LM 34paBooOXpaHeHus, paboTa rmaBHbIM
BpayoMm PecnyOnukaHCKOM KNMHUYECKOMN
GOMbHULBI  OHKOSIOrMYECKOro AMChaH-
cepa. OnbITHbIA, CUMNbHBIA PYKOBOAU-
Tenb, OH Cpa3y >Xe B KOIneKkTuBe crarn
NPU3HaHHbLIM NMOEPOM M 3a KOpPOTKOEe
Bpemsl cHuckan BceolOllee YyBaxeHue.
Oco60e BHUMaHue yaensn KNMHUYeCKUm
Bonpocam. CoBepLUeHCTBOBan cTaTyc
OeaTenbHOCTN GONbHULBI U OTAENbHbIX
cnyx6. Mpu Hem BBeaeHbl HOBble Me-
TOOMKM CTaTUCTUMYECKOro aHanusa mno-
Kasatenen paboT OTAenbHbIX Bpaven
n GonbHUUpbl B Uenom. PaspaboTtaHbl 1
BHEJpPEHbl HOBblE MOAXOAbl NEYEHUs U
npodunakTukn 3abonesaHuin. Lobwun-
Csl CnakeHHoOn paboTbl KONnekTuBa Kak
€[VHOro LENOCTHOrO OpraHu3ma.

Ot AdbaHacua Bacunbesuya actage-
Ty NPUHSANa 3acny>eHHbln Bpad Pecny6-
nukn Caxa (Akytusa) ViBaHoBa Bapsapa
MwnxainoBHa. 3a rogbl paboTbl 3amec-
TUTENEM [MaBHOrO Bpaya Mo neyebHom
paboTe, 3aTem rnaBHbIM Bpavyom Bapsa-
pa MwuxannosHa pobunach ynyyweHus
KayecTBa AMarHoCTUYeckom 1 neyedHom
pabotbl. BHegpeH npuHUMN y4acTKo-
BOCTM B paboTe TepaneBTUYECKMX OT-
OerneHun nonuknuHukn. B kopHe Obina
nepecMoTpeHa AucnaHcepHasi paborta.
Kaxxgomy gucnaHcepHomy 60nbHOMY CO-
cTaBnsnacb MHAMBUAYyanbHasi nporpam-
mMa peabunutauun. Bapeapa Muxainnos-
Ha NIMYHO KOHTPONMpoBana MCMNOTHEHNE
peabunutaynoHHon paboTbl U Ka4yecTBO
okasblBaemon nomown. log ee pyko-
BOACTBOM KONMEKTUB 3aBoeBarn 3BaHue
«KonnektuB BbLICOKOW KynbTypbl 06CHy-
XKUBAHNSY.

Hasapos AHaTonuin Hukonaesmy Gbin
Ha3Ha4yeH [MNaBHbIM BpPayYoOM B OYEHb
CNOXHOE€ B SKOHOMWYECKOM UM MOMu-
TMYECKOM NnaHe Bpems Ansi CTpaHsbl.
KonnekTnBbl MeguUMHCKMX paboTHUKOB
Mecsauamn He nonyyanu 3apaboTHyio
nnaty. Katactpodwmueckn He xBaTano
OEHer s opraHusaumMy MosIHOLEHHOIO
nevebHoro npouecca. OTcyTcTBOBaNM
3MeMeHTapHble NeKapCTBEHHbIE Cpeac-
TBa. Ho konnektuB GonbHuubl Ne1 M3
PC(A1) Bo rmaBe co cBOMM rraBHbIM Bpa-
YoM cymen BbiCcToATb. bnarogaps ymeno
OpraHM3oBaHHOMY TpyAy, JIMYHOMY SHTY-
3vasmy Bpayen, CpegHUX MeLULUHCKUX
pabOTHMKOB ¥ OCTarbHOro MnepcoHarna
60MbHWLbI, HE CHU3UNN HU 0OBEM, HU Ka-
YeCTBO OKa3biBAEMOW MEAMLMHCKOW Mo-
mowm. Takmum obBpa3om, KOMMeKTUB He
cTornb 60Ne3HeHHO NepPeCcTpPoUnCcs Ha Ho-
BbIl XO3SINCTBEHHbIN MexaHu3M. BHen-
peHa nnaTtHas ycrnyra Hacenexuio. Lnpe
cTana npakTMKoBaTbCs Bble3aHas paboTa.

B 2001 r. konnekTuB 3aBoeBan 3BaHue
naypeata Bo Bcepoccuiickom KoHKypce
«TpynoBas cnaea Poccumny.

2’ 2007 =l

AHatonun HukonaeBu4 ABNsieTca of-
HUM 13 BpayeWn, 3anoxuBLLIMX B pecnyo-
NIYIKE OCHOBY repuaTpuU4ecKom Cryxobil.

B 2002 - 2003 rr. rmaBHbIM Bpa4voMm pa-
00Tan AOKTOp MEeOMLMHCKMX Hayk ToMmc-
knn Muxann VHHOkeHTbeBMY. Bonbluas
3acnyra Muxavna WHHOKeHTbeBMYA 3a-
Krno4aeTcs B TOM, YTO OH BBEMN B NPakTu-
Ky CTaHOapThl NIe4YeHns, cTaH4apT OLEH-
KM KadectBa nedeHusi. Cymen yBnedb
Bpayelr Hay4HO-MccrnenoBaTenbCKON pa-
6oton. Brnepsble B uctopun 6onbHULbI
npakTUyeckne Bpayn cTanu Hapsgy cC
OCHOBHOW paboTor 3aHUMAaTbCS HayKOMN.
3awuileHbl TpU KaHouaaTckue auccep-
Taumun. CerogHs BbiNonHseTcs 6onbLuas
uccnenosartensckasi paborta no aktyans-
HbIM BOMpOCaM repuartpum.

75-neTHss uctopus Havanacb ¢ 1932r.
[o 1962 r. bonbHMUa pa3melLanacb Ha
npocnekte um. JleHnHa. 3gaHue Obino
OOHO3TAXHOE, OEepeBSAHHOE, C MEYHbIM
oTtonneHnem. bBonbHMLA uMeHoBanach
cnewunonuknuHukon MuHucTepcTea 3apa-
BooxpaHeHuss HAACCP. O6cnyxumBana
paboTtHukoB obkoma KIMCC, Coseta Mu-
HuctpoB 1 BepxosHoro Coseta AACCP
n nx cemen. CtaunmoHapHoe otaeneHve
nmerno 25 koek. B 1963 r. cneynonuknu-
HuKa Oblna NneperMeHoBaHa B ropoaCcKyH
6onbHuLy Ne 1 MuH3gpaBa v nepeBege-
Ha B 2- aTaxxHoe 3AaHve no ynuue [3ep-
XuHckoro, 11. Ha BTopom aTtaxe passep-
Hynu cTaumoHap Ha 25 Koek, Ha NepBoMm
aTaxe — nogpasfeneHnst NONMKITUHUKN.
Tam xe pasmeLyanacb CTOMaTonorus.

B 1980 r. nog nonuknNuHUKY nepegaHo
3naHue no ynuue Knposa, raoe pasmecTtu-
NNCb MONUKINMHMYECKOe NoapasaeneHue,
agMUHNCTPALMS N XO3ANCTBEHHAsA CryX-
6a. B 3gaHum no ynuue [03epXuHCKOro
ocTancs crauuMoHap, paclUMpeHHbIR 00
40 koek. CTomaronorus pasmecTturiacb
no yn. fopekoro, 94.

B 1998 r. nog crauuwoHap nepena-
HO 34aHWe BEeaOMCTBEHHOM O0nbHULbI
«fAkyT3onoto». PassepHyTo 60 KOek.
MocTtaHoBneHnem NpasutenscTBa PC(A)
oT 5 dpeBpanga 2000 r. Ne 63 nepegaHo
3naHue caHaTtopusi-npodunakTopus
«Xonboc» Ha 100 koek Ans oTKpbITUS e-
puaTpUYecKoro LeHTpa.

B HacTtoswee Bpems Y3 «BonbHuua
Ne 1 M3 PC(A)» - 3TO 0QHO 13 KPYMHbIX
ne4yebHO-NPOUNakTUYECKNX ydpexae-
HUA pecnybnukn. B cTpykType — nonu-
KNHUKa Ha 244 nocelleHnss B CMEHY,
cTaumoHapHble otgeneHns Ha 60 n 100
KOeK, CTOMaTonornyeckoe oTAeneHue,
XO3ANCTBEHHas cnyxba obecnevyeHus.
B 6onbHuue TpyasTtcs 5234 yen. Bonb-
HMUa ocHauleHa BceM HeobxoauMbim
OMarHoCcTu4eckuM 1 neyebHeiM obopy-
[OBaHMEM Ha COBPEMEHHOM YPOBHE, OT-
BeyaeT cTaHfapTam OonbHMLbI NEepBOWA
kateropun. BbinonHseT rocymapcTBeH-
HbIli 3aKas:
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1. OpraHusauus
CNy>0bl.

2. OpraHu3aums nevyeHvst 1 gucnaH-
cepvsauum:

- MHBanNuMAoB u y4actHukos BOB,

- N, NPUPaBHEHHBLIX K y4acTHUKaM
BOB,

- BAOB YYaCTHUKOB M YMepLUUX BeTe-
paHoB BOB,

- BETEPAHOB ThiNa,

- 3acny>KeHHbIx pabotHukos PP, PC(A),

repuaTpuyeckon

- AeaTenen Haykn u KynesTypbl,

- FOCY4apCTBEHHbIX CryXalluX.

3. OpraHunsaumus MeguumnHckoro obec-
neyeHns1 IOHOLLEN A0MPU3bIBHOMO U Npu-
3bIBHOIO BO3PacTOB.

Kpowme Toro, 6onbHuLa aBnsaercs opra-
HU3AUMOHHO-METOANYECKAM LIEHTPOM MO
BOMPOCaM OpraHu3aumn repuaTtpuyeckon
nomoLn, 6a3oBoVi opraHvM3aunen uayye-
HUS aKTyarnbHbIX BONMPOCoB repuatpum. Ne-
pvoaNYECKN MPOBOAATCS HAYYHO-NPaKTU-

Yeckue KoOHEePEHLIMKN, CEMUHApbI C yYac-
TMEM BeyLUMX yYeHbIX AKyTum n Poccun.

Uepes «AKYTCKUA MeOULMHCKUIN XKyp-
Han» nosgpasnsem Bcex pPaboTHMKOB
6onbHuubl Ne1 M3 PC(A) n eé Betepa-
HOB, HaxoOALUMXCHA Ha 3acCy>XeHHOM OT-
OblXe 1 NpOXuBaKWLWMX B AKyTUM nnn B
Apyrmx obnactax Hallew cTpaHbl, ¢ 75-
NETHUM OOUNEEM HaLLero yyYpexaeHus.
>Kenaem Kpenkoro 340poBbsi 1 YCNEXOB
BO BCEM.

OPUTMHATIBbHBIE NCCITEAOBAHUA

H.P Makcumosa, A.H.HorosuupbiHa, A.J1.CyxomsacoBa,
E.E.l'ypnHoBa, C.[1.Anekceesa

KNMMHUYECKWUE N MOJNEKYINAPHO-
FTEHETUYECKUE ACIEKTbI
HACNEACTBEHHOIO HAHU3MA

Y AKYTOB C MYTALUMEWN B FrEHE CUL7

Llenb nccnepnoBaHua. KnmHnyeckoe, MONeKynsipHO-reHeTU4Yeckoe n3y4yeHne HacneacTBeHHOro CUHAPOMA, XapaKTepuayoLle-
rocst HU3KMM POCTOM, ayTOCOMHO-PELECCMBHBIM TUMOM Hacre40BaHMs!, PAcnpOCTPAHEHHOTO B SIKYTCKOW MOMNyNsAUmm.

MaTtepuanbl u meToabl. Matepranom Anst KNMHUYECKOTo NCCNeaoBaHns NOCNY>XUNN AaHHble 43 reHeTUYeCcknX KapT 6OMbHbIX
HU3KOro pocTa C ayTOCOMHO-PELECCUBHBIM HAaCNeACTBEHHBIM CUHOPOMOM, C NTULEBbLIMU AM3MOPMUSAMU U HOPMATTbHbIM UHTEMMEK-
TOM 6€e3 IHAOKPUHONMOrMYECKUX HapyLleHuin. [na monekynsapHo-reHeTM4eckoro aHanusa mcnons3oaHbl JHK atux 43 60nbHbIX
n 39 ux poAaCTBEHHUKOB U3 37 HEPOACTBEHHbIX ceMel. NpYMEHEHbI KIMHMUKO-reHeanormyecknii, MonekynspHoO-reHeTUYeCKni
CTaTUCTUYECKUIA METOAbl UCCNIEA0BAHNS.

Pesynbrathl. [IpoBegeHO KMMHUYECKOE, MONEKYNSIPHO-TEHETUYECKOE N3YYEeHNE HAacNeACTBEHHOMO HaHU3Ma, Nomny4YMBLLIErO Ha-
nbonbliee pacnpocTpaHeHWe cpean KOPEeHHOro HaceneHus Akytun. B pesynbrate npoBeAeHHOro MOMNeKynApHO-reHETUYECKOro
uccnenoanns y 43 6omnbHbIX 1 39 MX POACTBEHHUKOB M3 37 cemel SKYTCKOM HauMOHAaNbHOCTM C HacrneACTBEHHbIM HaHU3MOM
YyCTaHOBMEHA MONEKYNAPHO-TeHeETUYEeCcKas NpuynHa - naeHTuduunupoBaHa HoHceHe-myTauns 4582insT B reHe CUL7, OTBETCTBEH-
HOM 3a pa3BuTMe peakoro B mupe 3-M cuHgpoma. KnuHuuyeckne gaHHble MoKasbiBalT, YTO Ans 60nbHbIX ¢ 3-M cMHOPOMOM
SIKYTCKOW HaLMOHANbHOCTM XapaKkTepHbl TE e NPU3HaKW, YTO 1 AN OMUCAHHbIX paHee B NuTepaTtype KIMHUYECKMX cryyaes 3-M
cvHApOMa B ApYrvMx Nonynsiumsax mMupa, 3a UCKII0YEHWEM OMMCAHHOIO HaMu OUCTPECC-CMHAPOMA B Nepuoge HOBOPOXAEHHOCTH
MOYTU Y MOMNOBUHLI BOMbHLIX. AKyTCKMe 6onbHble ¢ 3-M cMHAPOMOM MMenu TUNWYHBIN eHoTUM, HO 6e3 xapakTepHbix ans 3-M
CVMHOPOMa PEHTIEHONOMMYECKUX NPU3HAKOB (TOHKME ANNHHbIE TPybYaTble KOCcTu 1 pebpa Habnoganuch ToNbKO Y OAHOTO, BbICOKUE
NO3BOHKU - Yy 4 GOMbHBIX).

KntouyeBble cnoBa: HaHu3M, 3-M cuHapoMm, skyTel, myTauus, CUL?Y.

For the first time the clinical and molecular-genetical investigation of 43 patients and 39 their relatives from 37 unrelated Yakut
families with hereditary autosomal recessive nanism in Republic Sakha (Yakutia) were performed. The novel nonsense - mutation
4582insT in gene CUL7 causing rare in the world 3-M syndrome was identified. The Yakut patients with 3-M syndrome had a typi-
cal phenotype, but without typical radiological features (slender tubular bones and edges were ob-served only at one, tall vertebral

bodies at 4 patients).

BBepgeHue
HaHuam (OT rpey. nanos — kaprnuk)
- 3aboneBaHns C MaToONOrM4eckn HU3-

MAKCUMOBA Hapexpa PomaHoBHa -
K.M.H., Bpa4y-reHeTUK nepBoV KBanud. kare-
ropun, HadanbHuk otgena HAHLL CO PAMH;
HOINoBULbIHA AHHa HukonaeBHa - K.M.H.,
Bpay-rTeHeTMK BbICLLEN KBanud. KaTeropuu
MI'K PB Ne1-HLM, oTnnyHuK 3gpaBooxpaHe-
Hust PC(A), naypeat locymapcTtBeHHoOW npe-
vun PC(A) B obnactu Hayku un TexHuku; CY-
XOMSACOBA AwntanuHa Jlyku4yHa — K.M.H.,
Bpay-TeHeTMK MepBON KBanud. Kateropuu,
3aB. MK Pb Ne1-HLIM; TYPUHOBA Enusa-
BeTa EropoBHa - Bpay-reHetnk MK PB Ne1-
HUM; AJIEKCEEBA CsetnaHa [leTpoBHa
- Bpay-reHeTuK BbiCLUEelN KBanud. kaTeropuu
MIK PB Ne1-HLIM.

KAM pOCTOM uYeroBeka (AN MYXKYMH
Hwke 130 cm, Ona XeHwuH Hwxke 120
cM), obycroBrneHHble 0ObIYHO Mopaxe-
HMEM >Xené3 BHYTPEHHEW cekpeuun unm
HacnencTBeHHbIMU MpuunHamu. Cpegm
HacrneacTBEHHbIX MPUYUH HAHM3Ma MOX-
HO BblAENUTb 2 rpynnbl: XPOMOCOMHbIE
3aboneBaHus C 3aJepPXKON pocTa U Mo-
HoreHHble. HacnencTBeHHbIx 3abonesa-
HWA C HU3KUM POCTOM Hac4uTbIBaeTCH
6onee 600 B Okcdopackor 6ase gaHHbIX
(Oxford Medical Database) n 6onee 760
B MexayHapoaHon 6ase paHHbix Mak-
kbtocuka (MIM). B HacToslwee Bpems
HalgeHbl reHbl 6onee 50 HacnencTBeH-
HbIX OMCNna3vuii ckeneta M CUHAPOMOB,
NPUBOASLINX K HWU3KOMY pocTy [6, 12].

OpHako 3HOOKPUHHOHEOOYCNOBMNEHHbIX
ayTOCOMHO-PELIECCUBHbBIX HACNEeLCTBEH-
HbIX CMHOPOMOB C HU3KUM pocTom 6e3
3aepPKKM YMCTBEHHOIO pa3BUTUS Hacuu-
TbiBAeTCH He TaK YK MHoro. Cpeam Hux:
meTacusapHasa xoHapoguctpodus Mak-
kbtocrka (MIM 250250) [11], GonesHb
JlapoHa (MIM 245590)[6], HaH13M Mio-
nnbpes (MIM 253250 )[3], cuHgpom Pac-
cena-Cunbepa (MIM 180860)[6], a Tak-
xe pegkui 3-M cuHgpom (MIM 273750).

3-M cuHapom — peagkoe ayTOCOMHO-
peueccuBHoe 3abonesaHue, Ha3BaH-
HOE B YecTb MepBbIx OYKB TPeX aBTOPOB
(Miller, McKusick, Malvaux), BnepBble
onucaswmx ero B 1975 r. [9], xapakTe-
pusytoLLeecst NMUEBbIMU AU3MOPHUSMU,





