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KOHLENTYAAbHAS MOAEAD KAWHUKO-TEHETUMECKOM METOAOAOINH
AUPPEPEHUUPOBAHHOU AUATHOCTUKU HACAEACTBEHHOU
ANCNAA3NN COEAUHUTEABHOU TKAHU

B. M. ikoBaes, A. B. firoaq, H. A. Py6aHoBa

CTABPONOAbCKUU rOCYAQPCTBEHHbIN MEAULLUHCKUA YHUBEPCUTET

HacTosiLee BpemMs B OTE€4YeCTBEHHOM Mme-
AVUMHE MNO3HaHMe Aucria3amm CcoeauviHn-
TenbHo TKaHu (ACT) npoucxogut npwu
OTCYTCTBUM CTaHAAPTHOM MOAENnu noaxonoB u
MPUHLUUNOB KJINHUKO-FeHeTU4YeCKOn MeTo[oJo-
rmu anddepeHumnanbHON ANarHOCTUKU, B YCIO-
BUSIX NMPOTUBOCTOSIHUA MOHATUA U B3MSO0B Ha
npoGsieMy, HECOOTBETCTBUS COBPEMEHHbIX TeX-
HONOrMih eBpONencKMM n MMPOBbLIM CTaHAapTaM.

OTO He MOJHbIN NepeYveHb MPUYKYH, KOTOpbIe onpe-
LensioT CcylecTBylolee oTctaBaHne Poccuiickon
Hayku B N3y4eHNN CUCTEMHOW HacneaCcTBEHHOM AnC-
nnas3um coegnHuTensHon Tkaun (HOCT) oT nocnegHnx
3apybexHbIX nccnenoBaHuni [4].

K ocHoBHbIM NpeanochbiikaM 0O0CHOBaHUSA KOH-
uenTyanbHOM MOOENU KIIMHUKO-FeHETUYECKON Me-
Tooonormn anddepeHumansHONM AMarHoOCTUKM  Ha-
CNneacTBEHHOW AUCMNAa3umM COeaNHUTENBHOM TKaHU B
KJIMHMKE BHYTPEHHUX O0Ne3Hen crneayeT OTHECTU Paj,
OCHOBOMMOAaratoLLmMx No3nLMIA:

1. B nocnegHve pecatunetma B OTe4eCTBEHHOMN
MeOULUMHE YYEHMNE O FTEHETMYECKN OETEPMUHM-
POBaHHOM HapyLLEH BMONOTrMN Pa3BUTUS CO-
€ONHUTENbHOM TKaHN pa3BMBaioCh CMIOHTAHHO,
B OCHOBHOM, MO «MECTe4KOBOMY» CLIEHAPUIO,
YTO NPWBENO K Xaocy M pa3obLLIEHHOCTU B Mo-
HUMaHWUM CYTWU HACNEeACTBEHHOW Amcnnasvn
COEOVHUTENBHOW TKaHW, €€ KINMHNYECKNX N de-
HOTUMMYECKNX NPOSABNIEHUI.

2. MNapanokec 3akoyaeTes Takke B TOM, YTO NpPo-
OnemMy M3y4aloT TeparneBTbl, kKapauonoru, ne-
Onatpbl, XUpypru, OpTONeOpl-TpaBMaTosonm
M Opyrme cneumanncTbl, KOTOpbIe Yalle BCero
3HAKOMbI NLLb C a3aMu reHeTukn. Bmecte ¢
TeM Hay4yHOoe 0O0CHOBaHMe Aa 1 npakTnieckas
OMarHoCTMKa HaCcNeaCTBEHHbIX ANCMIa3nin Co-
€ONHUTENBHON TKaHW peasibHO BO3MOXHbI TOS1b-
KO COBMECTHO C K/IMHMYECKUMWN FEHETUKAMMU,
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TO €CTb MPU HAINYUM LLUMPOKOW CeTU MeauKO-
FEHETUYECKMX KOHCYNbTaLMA Ha Tepputopuun
Poccuiickon depepaumn.

3. o nocnegHero BpemMeHu OTCYTCTBYET YHUDU-
Kauusi MOHATUSA, TEPMMHOAOMMM N Krnaccudm-
Kauun HacneacTBEHHbIX OUCniasvuii CoeanHu-
TenbHOM TkaHW. K npumepy, cpean OCHOBHbLIX
pa3paboTyMKOB NPOBIEMbI CYLLIECTBYET pa3HO-
rnacve B knaccmdukaumn: reHetTu4eckn and-
depeHumpoBaHHble 1 HeanddepeHUMpoBaH-
HblE AMcnaa3nm coeamHNTeNbHoOM Tkaum [2, 3].

4. B OTEYECTBEHHOW MeauMuuHe MOoAyYun K-
pOKOEe pPacnpoCTPaHEHME KIMHUYECKUI ama-
FHOCTMYECKNIA NOAXOH, COrflaCHO KOTOpPOMY
[OCTaTO4HO BbISIBUTb  HECKOJSIbKO  BHELLIHUX
dEHOTUNMYECKUX MPU3HAKOB WAN aHOManuni
pasBuUTMS 09 NOCTAHOBKM AMArHO3a Hacnea-
CTBEHHON AMCnAasum COeaMHUTENLHOM TKaHW.
OpHako HECOOTBETCTBUE KITACCUYECKUM MPUH-
LuMnam OAMarHOCTUKU U — IMaBHOE — OTCYTCTBUE
KINMHUKO-FEHETNHECKON MEeToLOoNorMmM B Oes-
TENMBHOCTU MPaKTUYECKOro Bpava HemsbexHo
BeOeT K rmnepavarHocTvke HacneLCTBEHHOWN
ancnnasmm CcoeamHUTENbHOM TKaHu. JJo cux
nop KpUTEPUU N «MOPOT CTUrMaTmn3aumm» ocTa-
I0TCS1 HE COMMacoBaHHbIMK [2, 3].

3a npoweame rogpl Tak U He yoanocCb COrnaco-
BaTb NepeyeHb ANAarHOCTUYECKN 3HAYNUMBIX BHELLHMX
¢eHoB aucnnasuun, paspabotaTe anropuUtMmbl ava-
rHocTnkn HOCT n goctnyib eAMHOro NoOHMMaHus Npo-
6nembl. KoHuenuma HOCT octaeTcs He NpU3HaAHHOM
3a pybexxoMm, He npeacrtasneHa B MKB X nepecmoTpa,
a e€ 1CNob30BaHME B CYLLECTBYIOLLEM BUOE NPUBO-
ONT K runepaMarHoCTuKe HacneaCcTBEHHOM NaTonornm
COEANHNTENIbHOM TKaHW B LEESIOM 1 HAaCNeaCTBEHHbIX
aHOManui pasBuTNS CoeamMHNTENIbHOM TKaHM cepaLua
B YaCTHOCTMW.

HekoTopble M3 BbICKa3aHHbIX KPUTUYECKUX 3a-
MeYaHWi MO OLEHKE AMArHOCTUYECKOro npoLecca
npn Bepudukaummn HegnddepeHUMpPOBaHHON AnC-
nnasum CoOeaMHUTENBbHON TKaHW, KOHEYHO, OTpaxaroT
CUTYaLMIO CEMOAHSILLUHErO OHS B KITIMHUKE BHYTPEHHNX
fonesHer B LenoM. YTo kacaetcs HECOBEPLLEHCTBA
KJIMHNYECKOM OUarHOCTUKN MMEHHO HacneaCcTBEHHOMN
aucnnasmm CcoeauvHUTENIbHOW TKaHW, TO OTCYTCTBY-
€T JaXe MOHMMAaHWE OCHOBHbIX MPUYUH HU3KOro €€
YPOBHS, HE yKa3aHbl BEXU NePCNEKTUBHOIO Pas3BUTUA
M COBEPLUEHCTBOBAHNA KIIMHUKO-FEHETUYECKOro Ha-
npasneHnsa AMarHoCTMYEeCKOro npoueccaun . A.

Mpn 060CHOBAHMMN  JNIOTMKO-CTPYKTYPHOM  MO-
Jenn  KINMHUKO-reHeTndeckonm amddepeHumansHom
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OMarHOCTMKN HacneaCTBEHHOW ONCTIA3Un COeanHM-
TEeNbHOW TKaHW B KJIMHUKE BHYTPEHHNX 6ONe3Hen Mbl
PYKOBOACTBOBAIMCH CNEAYIOLLIMIMU NOSIOXEHNAMMN:

— Ha NpPOTSHKEHUW NMocnegHero OecatTuneTms oT-
MeyaeTcsl BbicOoKasi 06paLLlaeMoCTb NMauueHToB
C CUCTEMHOMN Jucnnasnen CoeavHUTENbHOM
TKaHW K Bpayam npakTm4eckoro 34paBooxpaHe-
HVS 1 3a NociegHee BPEMS OHA YBETMHWIACD;

— OTCYTCTBYET MPEEMCTBEHHOCTb M KOMIIEKC-
HOCTb OKasaHusi MeauKo-npodunakTUyeckon
NOMOLLUY MauMeHTaM C HacneacTBEHHOW Aumc-
nnasmuen CoOeaMHUTENBHON TKaHW;

— B KJIMHUKE BHYTPEHHMX O0ONe3Heln npakTnieckm
He WCMNONb3YIOTCA reHeTu4eckue meTtodbl 00-
CcnenoBaHus NAUMEHTOB C AAHHOM MAaTONOrMEN;

— OTCYTCTBYIOT AuarHocTuyeckme, nedyebHble 1
npodunakTnyeckmue CTaHAapTbl MO OKa3aHMIO
MeOMKO-COoUMaNibHON MNOMOLUM NauueHTamMm C
cuctemHon ACT;

— B CTpaHe HegoCTaTOYHO MEOUNKO-FEHETUNYECKMNX
KOHCyNbTauum;

— OTCYTCTBYET BY30BCKasi MOArOTOBKa Bpayewn no
BOMpOCaM CUCTEMHOW AMCMAa3nnm COEONHU-
TeNbHOW TKaHW;

— B Poccun HeT Hay4yHO-NPakTUYECKMX LIEHTPOB
MO CWUCTEMHOMN AMCMNIa3nUnN COeANHUTENbHOMN
TKaHW.

Taknm 06pasom, akTyanbHOCTb U 3HA4YMMOCTb MPO-
6nemMbl B NPaKTU4ECKON MeOMUMHE CYLLECTBYET, HO
peLLeHne e€ — OCTaBNAET XeNaTtb JyyLlero.

YuntblBasi ckadaHHOe, HamMuy chaenaHa nonbiTka
000CHOBaHUS KIIMHUKO-TEHETUYECKON MEeTOoO0N0rnn
onodepeHumanbHOM ANMarHOCTUKU HacNeaCTBEHHOM
CUCTEMHOWM AMCNAasnn CoOeaNHNUTENbHON TKaHW — re-
HETUYECKN OETEPMUHUPOBAHHLIX U HeandhepeHLm-
POBaHHbIX HGOPM.

Jlo HacTosWwero BpeMeHn OCTaéTcs BenyLlen ce-
JNIEKTUBHAs METOA0/10MMSA OLEHKM, aHanm3aa, amarHo-
CTUKM U MHTEpNpeTauumn HacneacTBEHHOW AMCNIasnn
COEONHUTENBHOM TKaHW. [lOMCK CUCTEMHOro noa-
X04a OMarHOCTMKN HaxOaUTCS Ha MHUUMANbHOM 3Ta-
ne paspaboTkn. PakTMHeckn B KIIMHUKE BHYTPEHHMX
OonesHer 1 kapanonorum UAOET NepeoLeHKka cylle-
CTBa Hay4YHOro NOAxo4a B PeLUeHnn 3a0a4m KIMHUKO-
FEHETUYECKOM OUArHOCTUKW HACNeACTBEHHOW AUC-
nnasum cCoOeguUHUTENbHON TKaHW.

M3yumB 1 cucTtemMatusnpoBaB OTEYECTBEHHbLIE W
3apybexHble nuTepaTypHble AaHHble MO BOMPOCaMm
obwen n anddepeHuranbHON AONArHOCTUKN, WC-
NONb3ys 3aKOHbl AHAIMTUYECKOW NOTMKU, Mbl MPO-
BEJIN MOMCK Hambonee paunoHabHbIX, OTBEYAIOLLIMX
npuvHUMNaM [okKasaTesbHOM MeOVUMHbI NoOXO0A0B,
MPUHLUMNOB ©n MeTogonormn  andpdepeHUnanbHON
KJIMHNKO-rrEHEeTUYECKOMN OMarHOCTUKU HacnenCcTBEeH-
HOI AMcnNas3nm COeaMHUTENbHOM TKaHW.

B npakTtnyeckon meguumHe Poccun LLIMPOKO UC-
NMonb3yeTca CTaHAApPTU3aLUmMa ANarHoOCTUYECKOro npo-
uecca. MpaBoBOW OCHOBOWM PasBUTUS M BHEOPEHUS
B MOBCEOHEBHYIO OMArHOCTUYECKYIO OEATENbHOCTb
NMPaKTU4ECKOro Bpaya ykasaHHbIX Noaxon0B, MPUHLN-
MoB N METOLOJIONMU ABUNCH Creaylowme OKYMEH-
Tbl: @) Npukad MuHagpaesa PO ot 22.01.2001 Ne 12
«O BBEOEHMN B OENCTBUE OTPACNEBOro CraHaapTa
«TepMurHbI 1 ONpeaeneHns CUCTEMbI CTaHAAPTU3aLMN
B 30paBOOXpaHeHnn»; 6) npuka3 MuHsgpasa PP ot
03.08.1999 Ne 303 «O BBEOEHMM B OENCTBME OTpac-

neBoro crtaHgapTta. «[1poTokosbl BeaeHUst 60JbHbIX.
O6wwme TpeboBaHus»; B) Npuka3 MUH3apaecoLupassm-
Tna Poccum ot 12.02.2007 Ne 110 «O nopsiake Ha3Ha-
YEHUNS N BbINUCLIBAHUS TEKAPCTBEHHbLIX NPENapaTos,
30NN MEONLIMHCKOIO Ha3Ha4YeHns 1 cneumanmau-
POBaHHbIX NPOAYKTOB SIe4eOHOro NUTaHns».

B coBpemeHHOl npakTuyeckolr megnumHe obuias
1 onddepeHumanbHas anarHocTvika 6a3mpyroTcs Ha
NPUHUMNIAx anroputMa CUTyaumMoHHOro noaxona, Ko-
TOpbIN ONpeaensieTr MeTOA0NOMMIO U BEKTOP Nlornye-
CKOW HanpaefeHHOCTN AMAarHOCTUYECKOrO NpoLLecca.
dakTnyeckn cenekTMBHas ANArHOCTMKA NOCTENeHHO
yCTynaeT NMMaepcTBO CTaHaapTM3aumm n anroputMmm-
3auuu, KOTopble NPUBAN3UIN KITMHNLMCTA He TOJIbKO K
anddepeHUmMpoBaHHON ANarHOCTUKE, HO U, B KaKON-
TO CTENEHU, K YHUPUKaAUUMU JnarHoCTUYECKOro Npo-
LLlecca B KIMHNKE BHYTPEHHNX BONe3He.

TeopeTnieckum 0O6OCHOBAHMEM KOHLIEMTyaslbHOMN
KITMHMKO-TeHETNYECKOM MOAENN NOAX0OA0B N MPUHLM-
noB anddepeHunanbHON gnarHoCTUKN HacNeaCTBEH-
HOW CUCTEMHON AWCMNIA3nNM COEOVHNTENBHOW TKaHM
ABNSIOTCS OCHOBHbIE MOSIOXEHNSA 3aKOHOMEPHOCTEWN
OMONIOrNYeckoro PasBuUTUS U CUMMETPUMN B OHTOre-
He3e. M3BecTHO, 4To Bronorvs pasBuUTUS OTHOCUTCS
K MEXANCUNMINHAPHBLIM Haykam, KOTOPble BO3HMKN
Ha OCHOBE [OOCTUXEHWN 3KCMepMMEHTaIbHON 39M-
OpPNONOrNn U LUTONIOMMN, MOJIEKYNISIPHON B1OI0rK 1
dusumonorum [1].

JencTBuTensHO, €ANHCTBEHHLIN MyTb BO3HUKHO-
BEHWNS BCEr0 NIEXMUT Yepe3 pa3BUTUE N UBMEHEHUS, U
Oronorns pasBuUTUs — He YTO MHOE, Kak PYHKLIUS Bpe-
MeHun. Tenepb gaxe 9BOIIOLMIO PacCMaTpUBaloT Kak
OYHKUMIO pa3BUTUS. DBOJIOLMS, KaK M3BECTHO, OCY-
LLECTBNASIETCS MYTEM HACNEACTBEHHbLIX W3MEHEHMWI,
npouncxoasiwmx B 3apopbiwe. VIaMeHeHunsi, KoTopble
CO34aJ11M COBPEMEHHYIO JIOLLAab N3 NATUNANIOro npesa-
Ka, — 9TO M3MEHEHUS, MPOUCXOoasLLME B 3apoabille. To
€CTb BMOIornsa PasBmUTUSA — 3TO HayKa O CTAHOBIEHMN,
a He o cyulecTBoBaHuM [1].

MoHaTne pasBuTUa €eCcTb MNpPomM3BOAHOE GUNo-
codCKON MbICNN, KOTOpasa SBWACcb OnpenensoLlen
B GOPMUPOBAHUM HayyHbIX HanpasfieHwin. Pa3su-
Tne — BbICLUNIA TUM ABMXEHUS N UBMEHEHUS B NMPUPO-
ne n obLecTBe, CBA3aHHbI C NepexoaoM OT OOHOro
KayecTBa, COCTOSIHMUS K APYroMy, OT CTaporo K HOBO-
my. Bcskoe pasButne xapakrepusyeTtcs cneumpunye-
CKMMWN COOBBITUSIMWU, CTPYKTYPOI (MEXaHU3MOM), UC-
TOYHUKOM, OpMaMM U HarnpasieHHOCTLIO. Bbyay4u
CBOMCTBOM JMLUb CUCTEMHbIX OOBLEKTOB, MPOLIECC
pas3BuUTUS caM OT/IMYAETCS ONpeaeseHHOM CTPYKTY-
poi (MexaHnamamm).

B 0OTEYEeCTBEHHOM MPAKTUYECKOW MeauLMHE B
npouecce W3y4eHns HacnenCcTBEHHOM CUCTEMHOMN
OVCNNasnn COeaMHUTENbHOM TKaHM BO3HMKIIA HeOO-
XOANMMOCTb OCMBbICSIEHUSI U NEPEOLIEHKN CYLLECTBYIO-
wen popmMmasnibHOM (NPaKTNY4ECKON) METOLOI0MNN, TO
€CTb aHaNIMTUYECKON OLEHKN METOAOB UCCenoBa-
HUSA C TOYKW 3PEHUS TOFMYECKOWN CTPYKTYPbI, hopma-
JIN30BaHHbIX MNPUHLMMNOB WU NOOXOA0B K NMOCTPOEHUIO
TEOPETNYECKOrO 3HaHWs, ero UCTUHHOCTU W apry-
MEHTUPOBAHHOCTN C Y4ETOM MOJIOXEHMNN MEANLVHDI,
OCHOBAHHOW Ha goKasaTesibCTBax.

Kacasicb Bonpoca npakTuyeckonm MeTonosiorum
M3Yy4YeHNs1 HaCNeACTBEHHOW CUCTEMHOM AMchnasum
COEAMNHNTENBHON TKaHU B OTEYECTBEHHON MeauiLMHE,
MOXHO M3 Yucna OENCTBYIOLWNX YCAOBHO BblOENUTb
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HEeKOTOopble, NMLWb YacTUYHO OTBeYalLme NPUHLN-
nam OOCTUXEHUS LEnn: CTPYKTYPHO-DYHKLMOHAb-
HYIO, KJIMHUKO-TEHETUYECKYKD, nNaTodmn3nonorn-
YEeCKyl0, KJIMHUKO-1abopaTopHYD. AHaNUTMYeCcKas
OLEHKa UCMOJIb3yeEMbIX OTEYECTBEHHBLIMN UCCNeno-
BaTtenNsaMm MEeToOAO0B M METOAONOrNi NU3y4eHus Ha-
CNeOCTBEHHOW CUCTEMHON [OMcCniasvm CoeaunHu-
Te/IbHON TKaHU CBUOETENbCTBYET 00 OTCYTCTBUM B
NPakTM4eCKomM MeTon00rMmn CTaHA4APTHOW Moaenu,
YHUOUUMPOBAHHBLIX APOrpaMm M rocyaapCTBEHHbIX
CTaHOapPTOB, KOTOPbIE Aanu 6bl BO3MOXHOCTb Bpayy
LOCTNYb XENaemMon NpakTUYeCcKom LENN U He norpe-
LUNTb MPOTUB UCTUHBDI.

K cerogHsilLHEMY OHIO HAKOMSIEHHbIE POCCUINCKMN-
MW nUccnenoBaTensaMmn 3HaHUs U OnbIT Mo npobneme
HacneaCTBEHHOW CUCTEMHOM Aucniasum coeaniHn-
TeNbHOW TKaHW OaloT BO3MOXHOCTb CTPYKTYPUpOBa-
HUS, cucTemMaTusaumm 1 pa3paboTku Ha UX OCHOBE
KOHUENTyanbHON Moaenn ¢$opmMasnibHOM MeTOA00-
rmn, TeopeTnieckum oHBOoCHOBaHMEM KOTOPOWN SIBNSI-
IOTCH cneayoLme napagurmbi:

—  TpPaguUMOHHOE MOHVMAaHME METOAO0NOrMM Kak
HayKn, T. €. yYEeHNs1 0 MeTodax M npoueaypax
Hay4YHOWN OEeATeNbHOCTU, a Takke OOLUuen Teo-
pun NO3HAHUA, SNUCTOMOIONMN (Hay4HOro no-
3HaHWUA);

— B NPUKNaOHOM CMbICNE MNpakTuieckass MeTo-
oonorus — 3T0 cuctemMa (KOMMJekc, B3anuMo-
CBsi3aHHasi COBOKYMHOCTbL) MPUHUWIMOB N NOA-
XOO0B NCCNenoBaTeNbCKON AEATENbHOCTH, Ha
KOTOpbLIE ONMPAETCH uccnegoBatenb Ang no-
Jly4eHuns 1 pa3paboTkn 3HAHWI B pamMKax KOH-
KPETHOW AMCLUMMAVHBI B1oNnormM, MeavupHbl,
MHOOPMATUKN 1 APYIUX pa3aenoB HayKu.
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H. A. PYBAHOBA

B cratbe paccmatpuBaloTCs  NPeanocChbUIKK
0O0OCHOBaHUSA KOHLENTYaNIbHOWM MOAENN KIVHUKO-
reHeTn4eckon metogosnornn amdoepeHunansHom
OMarHOCTMKN HaCnenCcTBEHHOW AMcnnasvum coeam-
HUTENbHON TKaHwu. lNpenctaBneHbl OCHOBHbIE MNOA-
X04bl N MPUHUMMNbI N3Y4EHUS1 NPaKTUYECKON METO-
gonornn anddepeHumanbHONM ANarHOCTUKK 3TOro
3aboneBaHus.

KnioueBble cnoea: gucnnasvsa coeguHuTesb-
HOW TKaHW, MeTogonorug, angdepeHunanbHaa am-
arHocTmka
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OcHoOBHbIE MOAXOAbl M NPUHLMMBLI HpOpPMabHON
(NpakTnyeckon) MeTOoOO0NOrMN U3Y4YEHNS Hacnea-
CTBEHHOW CUCTEMHON AuUCrnNasvm COEOUHUTENBHOMN
TKaHW:

—  KJIMHUKO-FEHETUYECKOE W3YYEeHWe HapyLlue-
HUIA  OuonorMn pasBUTUS  COEOUHUTENBHOM
TKaHW, CNeacTBMEM KOTOPbIX ABNAOTCS PpeHo-
TUNUYECKME aHOMalIMM Pa3BUTUS, KOCTHbIE U
BUCLEPANbHbIE KIIMHMYECKME CUHOPOMbI, KO-
MOpPOVHbLIE COCTOSHUSI CUCTEMHOM COEaNHU-
TeSIbHOTKaHHOWM aucnnasum;

— CUHEpPrmnyecknii noaxon, v NpUHUMMbI NO3HaAHNSA
HapyLleHnsi GMONOrM4eckol CUMMETPUN, Pas-
BUTWUS HACNEACTBEHHOW CUCTEMHOW AMCMIa3nn
COEANHNTENBHOM TKaHN N MEXTKaHEBbIX OTHO-
LUEHWIA, KOTOpble Haubonee MOMHO OTBEYaloT
NoNoXeHnaM GopMasibHOM METO40N0MNM.

3akno4yeHne. CopgepxatenbHas uHdbopmMauus
NOAXOA0B U NMPUHUMMNOB KOHUENTYaNbHOM KAMHUKO-
reHeTU4eCKOn MOOenu OTpaxaeT MOUCK peLleHud
akTyanbHOW naen — CTaHOapTHOW MOAENN NpakTu-
yeckor metogonornn anddepeHumansHOM agmarHo-
CTUKN HaCNeacTBEHHOW Aucnnasnnm COEOUHUTENb-
HOW TKaHM C UCMNOJIb30BAHMEM CUCTEMHOW OLIEHKN,
aHanmMaa u MHTepnpeTaumm npu3HakoB M CUHOPO-
MOB FEHETUYECKN OETEPMUHUPOBAHHLIX N Heand-
depeHUMpoBaHHbIX GOPM COEAUNHUTENBHOTKAHHBLIX
avcnnasuin. Ecnu Hawuv noen npuenekytT BHUMaHWE
nccnepoBaTenen-kKIMHULMCTOB, pa3pabaTbiBatoLLmX
npobnemMy HacneacTBEHHOW AWCMNA3nUN COeauHU-
TENbHON TKaHW, TO pelleHne 3agad anddepeHum-
POBaHHOW OMArHOCTUKW MOAYYUT AalibHenlee pas-
BUTUE B K/IMHMKE BHYTPEHHUX OONie3Hen U apyrux
cneuuanbHOCTEN.

3. HacnepcTBeHHble HapyLUEHUS COEANHUTENBLHOM TKaHW.
Poccuiickue pekomeHgaumn, | nepecmoTp // Poccuiicknia
Kapauonorudeckuii xypHan. — 2013 (Mpwun. 1). - C. 1-32.

4. LUlnaxto, E. B. Cnoso rmasHoro pepaktopa / E. B. LLnsx-
TO // POCCUCKMIA KapamMonormiyeckmii xxypHan. — 2013. —

Ne 1 (99). - C. 5.
3. Nasledstvennye narusheniya soyedinitelnoy tkani.
Rossyskiye rekomendatsii, | peresmotr. Rossysky

kardiologichesky zhurnal. — Russian Journal of Cardiology.
2013;Pril.1:1-32.

4. Shlyakhto Ye. V. Rossysky kardiologichesky zhurnal. —
Russian Journal of Cardiology. 2013;1(99):5.

CONCEPTUAL MODEL OF CLINICAL
AND GENETIC METHODS

OF DIFFERENTIAL DIAGNOSIS

OF HEREDITARY CONNECTIVE
TISSUE DYSPLASIA

YAKOVLEV V. M., YAGODA A. V.,
RUBANOVA N. A.

The article deals with the prerequisites of
substantiation of conceptual model of clinical and
genetic methodology of differential diagnostics of
hereditary connective tissue dysplasia. The authors
present the main approaches and principles of the
study of the practical methodology for differential
diagnosis of hereditary connective tissue dysplasia.

Key words: dysplasia of connective tissue,
methodology, differential diagnosis
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