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AUCNNA3UA COEAUHUTENIbHON TKAHU —
MEAVKO-COLUUAJIbHbIN ®EHOMEH XXI BEKA

AK'ryan bHOCTb I1p061'leMbl

3anocneaHue 20—25 neT U3MEHWIOCh KJTACCUYECKOe KIIMHU-
YecKoe TeUueHe MHOTUX N3BECTHBIX 00JIe3HEl, yBeTMUMIIach Ya-
CTOTA TIPOSIBJIEHU T CTUTM AM33MOpHOTeHe3a y IeTeil, MeeT Me-
CTO POCT AJUIEPIMIECKUX M ayTOMMMYHHBIX 3aboseBaHuii. Po-
xKneHue MeHee 4 % 310pOBBIX JAeTel, yBeJIMUEHHE YIeIbHOTO Be-
ca TIepuHATAIbHOM TTATOJIOTMH, POCT CJTydacB BHE3aITHOM cMep-
TH CPeI HACEJICHUST Pa3HBIX BO3PACTHBIX IPYIIT BHI3bIBACT HE-
00XOIMMOCTDb M3YUEHUS 3TOTO SIBJICHUS ¢ TIPUBJICUYCHUEM yde-
HBIX pa3JIMYHbIX ClienuanbHocreii [1, 4, 6, 8, 9, 11].

C Havanma 90-X TOIOB MPOIIIIOTO BeKa MyOIMKYIOTCST pabOTHI,
OOBSICHSIIOIIME MACIITaOHOCTh TTAaTOMOP(03a MHOTHX OOJIE3HEM
mucrasueit coemuauTenbHoM TKanu (JICT). B XXI cronernun
3TO HayJyHOE HaIlpaBJeHHE TIPOIOIKACT aKTUBHO Pa3BUBATHCS.
B Poccuu co3naHbl HallMOHAIbHBIE PEKOMEHIALMHY IO TUarHo-
CTHKE U JICUSHUIO TUCTIA3UU COSTMHUTEILHOM TKaH, Ha 3artaie
YTOYHSIIOTCSI KPUTEPUU TMArHOCTUKY €€ OTAEIbHBIX hopM [7].

WM3MeHeHUs ycloBMii OKpysKarolleid cpefpbl, MOCIenoBaB-
ILIM€ 3a UHTEHCUBHBIM Pa3BUTHEM ITPOMBILIJIEHHOCTH B XIX—
XX Bekax, BO3IEHCTBHE TPOMAJIHOrO KojauyecTBa (haKTOpOB,
K BCTpeYe ¢ KOTOPHIMU 3BOJIOLIMOHHO YE€JIOBEYECTBO HE ObLIO
MOATOTOBJIEHO, HE MOIJIM HE OCTaBUTH ciiefa. OpraHu3M 4esio-
BeKa JOJKEH ObUT MPUCHOCa0IMBATHCS K HOBBIM YCJIOBUSIM CY-
1LIeCTBOBaHUsI. MHOTYe aBTOPbI, 3aHUMAIOLLIMECS TOM TTpooIe-
MOM, CUMTAIOT, YTO CTPOCHKME OPraHU3Ma, ero OPraHoB U CUCTEM
OIpeIessieTCs] 9BOTIOLIMOHHBIM MPUCIIOCOOIEHUEM K YCIOBUSIM
OKpYXalolleil cpe/ibl, KOraa UCTONIb3YIOTCSI 3BOJIIOLIMOHHO BbI-
TOJHbIE BPOXKIEHHbIE cCUCTeMbl aganTauu [1, 3, 10].

CoemunutenbHas TkaHb (CT) coctaisiet 6osee 50 % mac-
Cbl YEJIOBEYECKOTO TeJia, BBIMOJHIET B OpraHM3Me MHOTOUH -
clieHHble (DYHKLMU: TPOohUUECKYI0, OKCUTEHUPYIOIIYIO, 3a-
IIUTHYIO, OIOPHYI0, MEXaHMYECKYI0, TOMEOCTaTUYECKYIO,
CTPYKTYypooOpa3sytolryo. CUCTEMHOCTh MOPAXKEHUS TIPU Ta-
tosjoru CT BO MHOTOM CBsi3aHa C BCEOOBEMIIIOIINM pac-
MPOCTpaHEHNEM €€ B OpraHM3Me 4esioBeKa. M3aMeHeHusI co-
eIMHUTELHON TKaHM, CBSI3aHHBIe ¢ HApYIIIEHUEeM CUHTe3a 1
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(GYHKIIUY TIPOU3BOIHBIX KOJIJIATEHOBBIX M 2JIACTUYECKUX OeJT-
koB, P. Beighton (1983) npemioxuin Ha3BaTh AUCIIA3USAMHA
COEIMHUTEJIbHOM TKAHMU.

Hccnenosarenu, usydaromue mnpoosemy JACT, HeomHO-
KpaTHO HeJaJii TOMBITKY CO3MaHMsI COIIACOBAaHHBIX PEKO-
MEHIAIMi T10 NUarHOCTUKE IUCIUIa3UU COCTUHUTEIbHON
TkaHu: 1986 r. — BepiuHCKas HO30JI0IMS pacCMaTpUBAET
HacneacTBeHHoe npoucxoxaeHue JACT; B 1994 r. mpemio-
xkeHo paznaenutb JACT Ha nuddepeHurnpoBaHHbIe (CUHAPOM
Mapdana, Dnepca — Hdanno) u HenuddepeHUIMPOBAHHBIE
(MASS-cunapom) (Glesby M.J., HewaeBa I'.U., fAxosnes
B.M.). I'entckue kputepun (De Paepe A., 1994) onpenenmim
KPUTEpUN MUATHOCTUKM cuHapoMma Mapdana, MASS-cunm-
poma. B 1996 r. — Busnbdhpanickue kputepun (P. Beigthon)
cunapoma Dnepca — Janmo, 1998 r. — BpaiitoHckue Kpu-
TEpUW IUATHOCTUKM CHUHIPOMAa TUIIEPMOOUIBLHOCTA CYCTa-
BoB. B 2010 r. ObITM TIEpEeCMOTPEHBI AMATHOCTUUECKUE KPU-
Tepun cuHApoMa Mapdana. OmHaKO MO-TIPEKHEMY OTCYTCT-
BYIOT KPpUTEPUU AMATHOCTUKU HeaudhepeHIMPOBaHHO T1C-
miasuu coequauTenbHon tkanu (HICT) [1, 3, 6].

Mopdonornueckmne n natoreHeTnyecKkmne
acnekTbl popmupoBaHna gucnaasmm
COeANIHNTEJIbHON TKaHMN

BHyTpeHHsISI ocHOBa OpraHu3Ma, €ro HacjelICTBEHHOCThb
(reHOTHI) HAXOAMWT CBOE BbIPAKEHME TPU OMNpeNeeHHbIX
YCJIOBUSIX B Pa3BUTUM OpraHu3Ma C OMNpeeJeHHbIMU MPU-
s3Hakamu (peHorun). PeHOTHN — pe3yIbTaT B3auMOJENCT-
BUSI TEHOTUIIA CO CPEION, Pe3yIbTaT peaiu3alliid BHyTPEHHUX
BO3MOXHOCTE, 3aJI0KEHHBIX B reHOTUIIE. ['eHOTUN orpene-
JISIET U KOHTpoaupyeT (peHoTur. [Ipy u3MeHeHUM reHoTuIa
U3MEHSIeTCSl peaklUsl HacAeICTBEHHOI CTPYKTYpbl Ha YCJO-
BUSI Cpejibl, HOBAsi HOpMa peaklMU B TIPEXHEN cpele BeleT K
Pa3sBUTHIO HOBBIX MTPU3HAKOB [2—4, 6, 10].

CoOCTBEHHO COECAMHUTENbHAS TKAHb MPEACTaBIEHA PbIX-
JIO¥ U IUIOTHOM COEIMHUTEbHOI TKAHBIO.
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Poixnas coeauHuTeIbHAS TKAHD IIPEICTABICHA B OPraHU3Me
TOBCEMECTHO: COCTaBJISIET CTPOMY OPTraHOB, OKPYXKaeT KPOBEHO-
CHBIE COCY/IbI, HEPBBI, MBIIIIIbI, (hacIK, oOpa3yeT OazabHYIO
MeMOpaHy KJIETOK, apTepyy MBIIIIEYHOTO TUTIA, apTEPUOIIBI U CO-
CTOUT U3 KJIETOK 1 BHEKJIETOYHOIO MaTpukca. B opranusme mnpo-
HMCXOMIUT MOCTOSTHHOE OOHOBJIEHUE KOMITOHEHTOB PbIXJION COe -
HUTEJbHOM TKaHU: KJIETOK ((bMOpoOIacThl, TyUHbIe, MIa3MaTh-
YecKue, SHAOTeMaIbHbIC KJIETKH, a TAKXKE KIETKU KPOBH), MEX-
KJICTOYHOTO BEIIeCTBa (BHEKJIETOUHBIA MaTpuKce). IMeKKIeTou-
HOe€ BelleCTBO — TTOJTYKUIKUIA, BI3KUIA relib, B KOTOPOM pacIio-
JlaraloTcsl KJIeTKW M BOJIOKHA COSIMHUTENIbHOM TKaHU (KoJulare-
HOBbIE, IACTUYECKUE U PETUKYJISIPHBIE).

DuoP00IACTBI YUACTBYIOT B CUHTE3€ BOJIOKOH COSAUHUTEb-
HOI TKaHW, MPOTEOIJIMKAHOB, MIMKO3aMUHOIJIMKAHOB, JIMIIM-
JIOB, TIPOCTAIJIAHIVMHOB, IUKIMYECKMX HYKIeOoTUIOoB. TydHble
KJIETKHA CUHTE3UPYIOT TerapuH, MpOTeoIuThYecKue hepMeH-
ThI, MyKOITOJTUCAXapU/Ibl, TIPY WX Ierpanaliii o0pa3yloTcst Th-
CTaMUH, CEPOTOHUH, 203UHOMDWIBHBIN (hakTop. OOIIEU3BECT-
Ha poJIb TYYHBIX KJIETOK B (POPMUPOBAHUM aJUTEPTUIECKUX Pe-
akumii. TInasmaTuyeckue KJIeTKM oOpasyiorcst u3 B-immdo-
LIMTOB M OTBEYAIOT 32 CUHTE3 UMMYHOIJIOOY/IMHOB. DHIOTEIN~-
aJlbHbIe KJIETKH BBHICTUIAIOT KPOBEHOCHBIE COCY/IbI, YIACTBYIOT
B 00pa30BaHUM HOBBIX KanuuisipoB. [J1aaKomblIeyHble KieT-
KM 00JIaaloT COKPATUTETbHON (DYHKIIME 1 pacIioyaraloTcst B
cTeHKax cocynoB. KJIeTKu KpoBU (JICHKOLMTBI, JTUMQOLMTHI,
MOHOLIMTBI) 00eCIeYnBalOT UMMYHHYIO 3alllUTy OpraHusMma, a
TaKke harolmTos3, CEKPeTUPYIOT MOHOKUHBI, JIU30IIUM, MHTEP-
depoH, MHTEepNIeKNHBI, HEKOTOPbIe (GaKTOPhl CUCTEMbI KOM-
TJIeMeHTa.

KounnareHoBble BOJIOKHA COCTOSIT 13 (DUOPUILISIPHBIX OEJTKOB
KOJUTaTeHOB — OCHOBHOTO KOMITOHEHTa JKCTPANEJUIOJISIPHOTO
mMarpukca. Komrarenamu obecrieurBaeTcst IoiepKaHe CTPyK-
TYpPHOI LIEJIOCTHOCTU TKaHEH, arperaluydy TpOMOOLIUTOB, XeMO-
TAKCHC, yJaCTHE B OHTO- 1 OpraHoreHese. DJIacTHIeCKHe BOJIOK-
HA — KOMIIOHEHTHI BHEKJIETOUHOTO MaTpHKCa, TIOMICPKUBAIOT
YIPYTOCTh TKaHEH (JIETKO pacTsTUBAIOTCS M coKpararores). [1o-
Tepst 371aCTUIECKKX BOJIOKOH COTTPOBOXKIAET TIPOIIECC CTApeHUS U
MPUBOIUT K PA3BUTHIO TSDKEIBIX COCTOSTHMI (3MDM3eMa JIETKHX).
PertukyssipHbie BOJIOKHA pacrioyiararotcsi B CTpOME OPraHoB, TJie
pbIXJTas COeMMHUTEIbHASI TKaHb CBSI3aHA C KalWUISIpaMuy, He-
PBHBIMM Y MBIILIEYHBIMUA BOJIOKHAMU, B KPOBETBOPHBIX TKAHSIX.
PetukynspHble BOJIOKHA TTO CTPOSHUIO CXOXKU C 3I1aCTUIECKUMU,
HO MEHee TOJICThIE ¥ 00J1ee BETBUCTHIC.

IInoTHas coenMHMTEIbHAS TKAHDb TIOIpA3ae/sIeTcs Ha IUIOT-
HYI0 Heo(hOPMJIEHHYIO 11 IUIOTHYIO o(hopmiaeHHyI0. [11oTHas He-
oopMIIeHHas! COENMHUTEIbHASI TKAHb COCTOUT M3 KOJIIareHo-
BbIX BOJIOKOH, JIEXKAIIMX JIMOO B OAHOM TUIOCKOCTH, JIMOO B pa3-
HbIX HaIpaBJIeHUsIX, JIMOO OECIOpsA0YHO, YTO IO3BOJISIET BbI-
JIep>KUBaTh OOJIBIIIOE PACTSDKEHME B HAMPABJICHUM X012 BOJIOKOH
(armoHeBpO3bl, CETYATHIN CI0I IePMbI, KarlCy/bl 1 000JIOUKU ce-
JIE3eHKH, TMM(MATUIECKMX Y3JI0B, MbIIIL, HepBoB). [L1oTHast co-
€IMHUTEJIbHASI TKAHb COCTOUT U3 OMNpeIeJICHHO HaIlTPaBIEHHbIX U
CTPOTO YNOPSITOYEHHBIX B OHOM TUIOCKOCTU KOJLTAareHOBBIX BO-
JIOKOH, 4TO MPUIAET TKaH! 0COOYIO MPOYHOCTb Ha pa3phbIB. [110T-
Hast ohopMJIeHHasI COEIMHUTEIbHAS TKaHb 00pasyeT CBSI3KU, CY-
XOXKUJIMS, XPSILIU, KOCTH.

18 Binb. Cyrno6u. Xpe6et

[MpuHUMIIMATEHOE OTJIMYME COETUHUTENBHON TKAHU OT JI0-
60r0 THTIA TKAHU — N30BITOK BHEKJIETOYHOI MaTPUIIBI TIPH CPaB-
HUTEJIbHO HEOOJIBLIOM YUCJIE KIIETOK, COCTABJISIONIUX TKaHb. B
MOJICKYJIIpHOM OMojTorny BHeKIeTouHast MaTpuiia (BKM) orpe-
JieJieHa Kak CJIOXHas! CeTh, ChOpMUPOBaHHAsT MHOTOUMCIIEHHBI-
MU CTPYKTYPHBIMU MaKPOMOJIEKYJIaMU (TIPOTEOTTMKAHAMMU, KOJI-
JlareHaMU, 3JIaCTUHOM ). B3anmoneiicTBys1 IpyT ¢ APYrOM U ¢ KITeT-
KaMW, OHU ITOJICP>KUBAIOT LIEJIOCTHOCT TKaHeit. MaTpuiia odec-
TMEYMBACT Cpely, B KOTOPOI MUTPUPYIOIINE KJICTKM MOTYT Tiepe-
MeIIaThCs M B3aUMOJIEICTBOBATH APYT C APYToM |[2].

[eneobpasHas cpena (opMupyeTcs MpoTeOrIMKaHAMU, MHO-
TOYMCJIEHHBIE TIETT KOTOPBIX MPUKPETUISTIOTCS K THaTypOHaHY
(mosmMep ruamypoHOBOI KWCIOThI). HUTK ruamypoHaHa ckpe-
TUISTIOT CTPYKTYPY TeJIsI, B Pe3yJIbTaTe TOT Telb MOXKET TIPOTHUBO-
CTOATH CcXatrio U pactsbkeHuio BKM, obGecrieurBast oqHOBpe-
MEHHO OBICTPYIO T1((PY3UIO MUTATETBHBIX BEILIECTB, CTPOUTE -
HBIX MaTepUaJIOB, TOPMOHOB MEXITy KJIETKAMU COSTUHUTETbHOM
TKaHU U KPOBbIO.

[IpoteorMkaHbl M COOTBETCTBYIOIIME T€HBI KJacCUDUIIM-
PYIOTCSI COIVIACHO TJTFOKO3aMUHOBBIM 1ICTISIM, OCHOBHBIC THITHI
BKJTIOYAIOT XOHIPOUTHH CYy/Ib(MaT MPOTEOrIMKAH U rerapaHCy.ib-
(bar mpoTeorkaH. DTH MPOTEONTMKAHbI BKIIOUEHBI B 00pa3oBa-
HUE OCHOBHOI CTPYKTYpHI rejisi. MyTaluy B XOHAPOUTHUHCYIb(hAT
MPOTEONIMKAaHAX MOTYT IMPUBOINTD K CKeJIeTHOM aucriasuu. ['e-
napaHcyibhaT MPOTEOrTIMKAH YJacTBYeT B KJICTOYHOM aare3uw,
00J1agaeT aHTMOTeHHBIMU CBOMCTBAMM, TeHeTHYecKue aedek-
Thbl B TEHE MOTYT BbI3bIBATh HE TOJILKO CKEJIETHYIO TIMCILIA3MIO, HO
M XPOHUYECKYI0O MUOTOHMIO. DepMeHThI, yJacTBYIOIIME B O1O-
XUMUYECKUX MOIUMUKALIMSX U MPUCOSTUMHEHUM TIMKO3aMUHO-
IJIMKAHOB, MOTYT BJIMSITh HA CTPYKTYPbl BHEKJIETOUHOM MaTpULIbI
(bopmupoBath oHy U3 (hopM cuHapoMa Dinepca — [danio) [2].

KonnareHoBble BOJOKHA MPUIAIOT COEAMHUTETbHOM TKaHU
MPOYHOCTh U I0JroBeyHOCTh. KoJsitareHbl — ofHU U3 HauboJiee
00wIbHBIX 6eskoB Bo BKM u B coenuHuTenbHOM TKaHU. B re-
HOMe yeJioBeKa oKoJ10 S0 TeHOB, KOAMPYIOLLMX Pa3/IMuHbIe BUIIbI
KOJUTAreHOB, W MIPOIYKTbI 3TUX TeHOB 00pa3ytoT 0osee 20 TUIIOB
KOJUTareHOBBIX BOJIOKOH. YHAC/eJOBAaHHbBIE U PEAKUE MyTalluu B
KOJUTareHax yauie NpyuBoAsT K (pOpMUPOBAHUIO CUHIIpOMA DJiep-
ca — Jlanno. PemonenvpoBaHue (nerpanauysi WK MPOTEOJIn3)
KOJLTareHoBbIX BOJIOKOH BKM riponsBoautcs mocpeacTBom Mar-
pUKCHBIX MeTaytoriporenHas (MMIT). derpamupyercs: MMIT
OOJIBILIMHCTBO KOMITOHEHTOB BKM: nHTepcTULIMaIbHbIe KOJUIa-
TeHBI, KOJUIareHbl 0a3aIbHON MeMOpaHbI, TIPOTEOTTMKAHBI, Je-
KopuH, pubpomonynH, ¢pubponekTrH. HecoanaHcupoBaHHbBII
npoteosim3 komrnoHeHToB BKM, mopoxkiaemMblii M30BITOYHOM
akTuBHOCTHIO MMI, cBsI3aH ¢ Takumu 3a001eBaHUSIMU, KaK ap-
TPUT, PaK, aTepPOCKIIEPO3, aHEBpU3Ma aopThl, (hudpos [2, 3, 6].

OnactuHoBbIe BoslokHa BKM mpunaror amactmanocts BKM
¥ COEIMHUTEILHON TKAHU. DJIACTUH COCTaB/IsIeT 0KoJio 50 % cy-
XO0ro Beca apTepuii. [IpencraBneH omHUM reHoM. MyTalyy 3Toro
TeHa IIPUBOIAT K CTEHO3Y AOPTHI, APYTUX apTepHril N3-3a Upe3Mep-
HOT'O KOJIMYECTBA KJIETOK TJIAIKON MYCKY/IAaTyphl B CTEHKAX apTe-
puii. DIaCTUHOBBIC BOJIOKHA, COCTOSIIIME M3 3JIACTUHOBBIX 1Ie-
Tei, CHapy:K¥ 3allMIIeHBI TIMKOOeIKaM1 MUOGMUOPHILT, BKITIO-
YaMMu (GMOPWIUTUHBI, (UOYTMHBI, SMUIUHBL. [ MOK1e BOJIOK-
Ha peMOJICJIMPYIOTCS 31acTa3aMHu.
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B nenom (yHKIIMM GeIKOB BHEKIETOYHON MaTPHIIBI MOTYT
(opMHpOBaTh MHOTOYMCJICHHBIE MOJICKYJISIPHBIE MEXaHU3MBI,
MPUBOISILINE K TUCIIIA3MMU COeAMHUTEILHOM TKaH! [2, 6].

ITpucnocoGneHne K BO3IEHCTBUIO HEOIArONPUSITHBIX (DAKTO-
POB UEJIOBEUECTBOM OCYIIECTBIICHO MPEXKIE BCETo Yepe3 M3MeHe-
HMSI, TPOUBOIIIEIINE B COEMMHUTEIbHOM TKaHU. JlaHHbIe MoJie-
KYJISIPHO-TEHETUYECKOTO aHajn3a ToKa3aiu, YTO HacJeACTBEeH-
Hble OO0JIE3HU MMEIOT BBICOKMII YpOBeHb (heHOTUITMYECKOM Ie-
TEPOreHHOCTH, CBS3aHHOI CO CrielM(UKON MYTALIMOHHOIO T0-
BPEXKICHMSI, B3aMOJICHICTBUEM T'€HOB. ['eHeTnyecKu mpenornpe-
JieJIeHHbIe Ae(DEKThI Pa3TMUHBIX KOMIIOHEHTOB COeMHUTEIBHOMI
TKaHU MPUBOJIST K CHUXKEHUIO €€ CTAOUIbHOCTH, YCTOMYMBOCTH,
MPOYHOCTH, CHYUXKEHUIO (DYHKLIMU U (POPMUPOBAHUIO KIIMHUYE-
CKUX MPOSIBIIEHMIA |2, 6].

CorjiacHO MHEHUIO OMCKOM MeAULMHCKOM 1miKobl, JJCT —
MpOsIBJICHWE HApYLIEHUs Pa3BUTKUSI OPraHOB M TKaHE B dM-
OpMOHAJILHOM U ITOCTHATAJIbHOM MepHoIax BCIEACTBUE IeHe-
TUYECKU U3MEHEHHOTO (DUOPUIIIOreHe3a BHEKJIETOYHOTO MaT-
pYIKCa, YTO TPUBOAMT K PACCTPOMCTBY TOMEOCTa3a Ha TKaHe-
BOM, OPTaHHOM 1 OPTaHW3MEHHOM YPOBHSIX B BUIIE Pa3IMIHBIX
MopHOoDYHKIIMOHAIBHBIX HAPYIIIEHHIA BUCIIEPATbHBIX WJTU JIO-
KOMOTOPHBIX CHCTEM C MPOTPEIUSHTHBIM TeueHueM. AGHOp-
MaJIbHOE COCTOSTHUE COeIMHMUTENIbHOM TKaH! BEIET K Hapylile-
HUIO ee (YHKIUI, YTO MOXET CIIOCOOCTBOBATH Pa3BUTHIO 3a-
0oJIeBaHMIA, T.K. HapymaloTcs (GYHKIIMKA U OpYTUX TKaHei Ha
OCHOBE TTpexX/ie Bcero AucTpodun (0e1KOBOM, XKMPOBOIA), CHU-
JKEHUST UMMYHHOU PEaKTUBHOCTH C TIOCTISAYIONINM Pa3BUTH-
eM aJJIepruIecKnx, ayTOMMMYHHBIX peakiwii. V3BparieHue
TPAKTUYECKN BCeX (PYHKIIMI COeMHUTEIEHON TKaHU Ha (o-
He U3MEHECHUS alallTUBHBIX BO3MOXHOCTEI OpraHm3Ma BeleT
K (hopMUpOBaHUIO pa3HOOOPA3HBIX KIMHUYECKUX BapUaHTOB
MPOSIBJICHUS COCAMHUTEIBHOTKAHHOM HexoctaTouyHOCTH. He-
aZieKBaTHas percHepanysi MUKPOLMPKYJISITOPHOTO pycia Ha
(oHe 00X W MECTHBIX HApyIICHWI PETryIsITOPHBIX CUCTEM
CHHTe3a M MeTaboM3Ma KoJlareHa CITOCOOCTBYET Pa3BUTHIO
CKJIEpO3UPOBAHUST TMAPEHXMMBI OpPraHOB, M3MEHEHMIO pere-
HEepaTUBHOI CITOCOOHOCTH COCTMHMTETBHOM TKaH!, XPOHU3a-
MU TUCTPOPUIECKIX, aTpODUUECKUX, TeCTPYKTUBHBIX TTPO-
1eccoB. CoeMHUTEIbHAs TKaHb U MUKPOIIMPKYISITOPHOE Py-
CJI0 TIPEJICTABIISIOT ENMHYIO0 OOMEHHO-TPAHCIIOPTHYIO Cpeay, B
CBSI3M C YeM HapyIlIeHMsI KpOBO- U TUMMOOOpaIieH!sT COIpo-
BOXKIAIOTCSI OTPOMHBIM YHUCJIOM CHHAPOMOB M CUMIITOMOB C
Pa3BUTUEM MHTEPCTULIMAIIBHOTO OTeKa M MOCTENEHHBIM (hop-
MupoBaHKeM ¢UOpo3a.

B ocnose pazsutus JICT nexaT MyTaiiiy reHOB, OTBETCTBEH-
HBIX 32 CUHTE3 WX pacraj KOMIIOHEHTOB 3KCTpalle/LTIOISIPHOTO
MaTpUKCa COeIMHUTEIBHO TKaHU. DTO He 3200/1eBaHKue, ITO CO-
CTOSIHME, B OCHOBE KOTOPOTO JIEKUT OTBETHAsI peaKlIusl OpraHu3-
Ma Ha BO3[ICHCTBUE HEOIAroNpUSITHBIX (haKTOPOB.

PacnipoctpaneHHOCTDb TUCTLIa3U1 COSAMHUTETbHOIM TKAaHU 10~
CTUTaeT B COBpeMeHHOI monyJsiiyu 10 70 %. B ¢Bs31 ¢ 5TUM IIpr
JUCTIa3UM COSMHUTEILHON TKAHU MMEET MECTO pazHooOpasue
BUCLIEPATbHBIX M3MEHEHUI, U3yyeHUe KOTOPBIX IMPEACTaBIsIET
€000li BaxkKHYIO U OJHOBPEMEHHO CJIOXKHYIO 3aj1ady. Bo3MoxkHO,
pellieH’e 3TOK 3a1auM MO3BOJIUT COXPAHUTh 310POBbE U KU3Hb
MHOTUM TalMeHTaM.

Ne 1(5), 2012

KnaccnpmkaumoHHbie KoHUenyun
AVcnnasnm coeguHUTENbHON TKaHN

YHuKanbHasl CTPYKTypa M BakHast (PYHKLIMSI COENMHUTEb-
HOIi TKAaHU — OCHOBA BO3HUKHOBEHMSI aHOMAaJINiA, 00yCIOBJICH-
HBIX XPOMOCOMHBIMU 1 T€HHBIMU Jie(heKTaMu, UMEIOLIUX OITpe-
JIeJICHHbII TUTT HACJIeJOBaHUSI WM BO3HUKAIOIIMX U3-32 MyTa-
TeHHBIX BIMSIHUI B (peTanbHbIN neproa. HecMoTpst Ha OosbLIoN
MHTepec K MpobiaeMe AUCTUIA3UM COeTUHUTEIbHON TKaHU, TPO-
MaJIHOE KOJIMYECTBO MyOIMKALMl Ha 3Ty TeEMY, 10 CUX MOp HeT
earHoro B3misiaa Ha kiuaccudukamuio JICT u cBsizaHHYIO ¢ Hel
TepmuHosiioruio. B.M. SIkoBieB, oAuH 13 OCHOBOMOJOXHUKOB
POCCHIICKOTO HayYHOTO IBMXKEHUSI TIO M3yYeHUI0 heHOMeHa 11~
CIUIA3MU COSAMHUTENIbHON TKaHU, OTIPEAEINI TO SIBIEHUE KaK
MOJIUreHHO-MYJIETH(AKTOPUATIBHOE COCTOSIHME, MPOSIBJISIONIE-
ecsl BHENIHUMU ¥ BHYTPeHHNMH (heHOTMIMYeCKUMH NMPU3HAKA-
MM ¥ KJIMHMYEeCKH 3HAYMMBIMU JUCIUIACTUKO3aBUCHMbIMM HA-
pymiennsivi (h)yHKIMA OPraHOB M CHCTEM C MpPOrpeaueHTHbIM
TeyeHueM [12].

MHorue nucruiactuyeckue GeHOTUITbI OJ1M3KU IO CBOMM (e-
HOTUITMYECKHM TIPOSIBJICHUSIM K MOHOTEHHBIM 3a00JIeBaHMSIM
(cunnpoM Drepca — anno, cunapoM MapdaHa), HO KITMHUYe-
CKV€ CUMITTOMBI TTPH 3THX COCTOSTHUSIX MEHee 3HaUNMBbl. DTH TN~
cruiacTuyeckure heHOTUIbl 00beIMHEHBI B rpyIity HeauddepeH-
LIMPOBaHHBIX AucIuiazuii coenuuutenbHoil Tkanu (HACT). He-
nmuddepeniviposannbie JICT Heb3s paccMaTpuBaTh Kak 3a00-
JIeBaHUe, 3TO SPKUil (DeHOMEH NeMOHCTPAIK TPOMATHBIX BO3-
MOXHOCTEU TIpUPOIBl B (DOPMUPOBAHUM TTPUCTIOCOOUTETHHBIX
MEXaHW3MOB TI0 BEDKMBAHUIO YeJIOBEUECTBA B HEOJIATOTPUSITHBIX
ycaosusix. Habop kmmanueckux npusHakos rpr HICT He ykita-
TIBIBACTCST HU B OTHO M3 HACJIEICTBEHHBIX MOHOTEHHBIX 3a001eBa-
Huii (cuaapoM Mapdana, Depca — Jlanino). [pu kimHIKO-Te-
HeaJIorMuecKoM O0CJIeIOBAHUM POIICTBEHHUKOB TIAIMEeHTa C He-
muddepenrmposarHoii JICT oOHapyKUBaeTCs «ceMeiHOe HaKO-
TJIEHKE» MPOSIBIICHUI COeIMHUTEIBHOTKAHHO# ucTUiasuu [6].

[MpoGema HacIeNCTBEHHBIX HAPYIIEHU! COENMHUTETHHOMN
tkanu (HHCT) nHTeHCMBHO pa3pabaThIBacTCsi BO MHOTHX CTpa-
Hax (heritable disorders of connective tissue).

[MepBbIM TI1ATOM K CO3MAHMIO COTJIACOBAHHBIX PEKOMEHIA-
mmii mo muarHoctnke HHCT siBunack bepnmHckast Hozomorust
(1986); T'enrckue kputepuu, (1996), BuiishpaHiickue Kpure-
puu (1998); Bpaiironckue kputepuu (1998).

Bnaronapst MHorouncieHHbIM pabotam B.M. fIkoBneBa u ero
y4yeHukoB 3a nocyeaHue 20 et uarepec K JICT 3HauMTe I5HO BO3-
poc. Llupokoe nmpusHaHVE MOAYYWIT TepMUH «HemubGepeHIIM-
pOBaHHas TUCILIA3Usl COSAMHMUTEIbHOI TKaHW». Bbiio ormyonm-
KOBaHO MHOTO pPaboT, MPOJEMOHCTPUPOBABIIMX OCOOCHHOCTU
oponxoneroyHoit maronoruu (IaBanoB C.M, 1997; HectepeHko
3.B., 1999; Heuaesa I'. 1., 2000; bakstyHos B.B., 2006); xeynou-
Ho-kuieyHoro tpakTa (JIynmosa H.E., IlpuBoporckuit B.®.,
2005) [10]. Ocoboe BHuManue ponu HIACT ynmeneHo uccieno-
BaTeJISIMU NIPY M3YYEHUU TATOJIOTUU CEPAEYHO-COCYAMUCTOM Ccr-
cteMbl (SIkosneB B.M., 1994; 3emuosckuii O.B., 1998; ['HycaeB
C.®D., 2002; Tpucserosa E.JI., 2006; Boudoulas H., 2000) [2, 3,
5, 8, 14, 17]. HakoruieHbI yoenuTeabHbIe JaHHbIE, IOATBEPKIAI0-
e posab HACT B hopMupoBaHUM apTepUaibHON TUTICPTEH3UN
|Bepewaruna I'.H., 2000; ITepekanbckass M.A., 2002]. B no-
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JIyJeHbI JOKA3aTeIbCTBA yIacTs (haKTOPOB BHEIIIHEI CPE/IbI, Jie-
uITa MUKpPO- M MAKPOAJIEMEHTOB (MarHuii, IIMHK, KaJIbIIWiT) B
pazutun HACT [Thycae C.®., benoszepos F0.M., 1997; I'po-
moBa O.B., 2008].

Bce nposienennst HIACT caenyer pa3nessiTb Ha TPYIIbI B 3a-
BHCHMOCTH OT OPraHOB, CUCTEM 1 TKaHEM, BOBJICUCHHBIX B IU-
CIUIaCTUYECKUI TTpol1iecc.

BaxxHo moHMMarh, YTO BHEIIHKWE W BUCLIEpaTIbHbIE MPU3HA-
K1 MOTYT B OTHOM CJTy4ae BbICTYTIaTh KaK CaMOCTOSITEIbHbII U30-
JIMPOBAHHBIN Ie(EKT COSTMHUTEIIBHOM TKAHU, a B IPYTOM — KakK
MNPOSIBIEHUE CUCTEMHOI Hac/lIeACTBEHHOM IaToJIOTMU U IUIeHo-
TPOITHOTO ACUCTBUSI Je(heKTHBIX TeHOB. Jlaneko He Bce Mpu3Ha-
KU, TIPEICTaB/IEHHbIE B 3TOM CIMCKE, BKJIIOYEHBI B AJITOPUTMbI
nuarHocTuky u3BecTHbIX HICT, ogHako BepOSTHOCTb MX BbISIB-
JIEHUSI TIPU YK€ U3BECTHBIX HAC/IENICTBEHHBIX 3a00IEBAHMSIX Ha-
MHOTO BbII1I€, YeM BEPOSITHOCTb UX BbISIBJICHHSI B [OMYJISILIH.

TToMrMO M3MeHeHUI CTPYKTYPBI U (DYHKITUH TTePeUMCICHHBIX
opraHoB u cucteM, HCT yacto conpoBoXaatoTcst HapyllIeHusI-
MU CO CTOPOHBI IIEHTPATLHOI Y BETeTaTUBHON HEPBHOM CHUCTEM
[Topmon U.b. ¢ coasr., 1984; Eptymenko C.A., 2009]; remoppa-
TMIECKUMK Y TPOMOOTUYECKMMU HapYIIEHUSIMA B CUCTEME Te-
mocTtasa [bapkaran 3.C., Cyxanona I'.A., 2004], HapyleHUsIMU
CHCTeMbl IMMYHHOU 3aiUThl. ECTh TaHHBIE O BBICOKOM 4acTo-
Te BBISIBJICHUS] CUHIPOMOB BTOPUYHOTO NMMYHOIE(MUITNTA ayTO-
WMMYHHOTO U ajutepruyeckoro cuHapomos npu JACT [SkosneB
B.M. ¢ coagr., 2005; Epemun M.B. c coasr., 2008].

B muarnoctuke HACT wucrnonb3ytotcs crieayoliye aehuHu-
LUK U IMarHOCTUYecKue Kputepuu [7]:

— Majble aHoMaum passutusi (MAP) — HaciencTBeHHbIE
VIV BPOXKJICHHBIC OTKJIIOHEHMSI PAa3BUTHSI OPTaHOB OT HOPMalb-
HOTO aHaTOMUYECKOTO CTPOCHMSI, HE COITPOBOXKIAIONINECS KITH-
HUYECKU 3HAUMMbIMU HapyileHussMU GyHkumu. Yacte MAP uc-
Yye3aeT ¢ BO3PACTOM, JIpyrasi, PY ONpeIeIeHHBIX YCJIOBUSX, CITO-
coOHa CTaTh MTPUIMHON Pa3BUTHSI ITATOJIOTHH,

— MOPOK Pa3BUTHS — OTKJIOHEHWE Pa3BUTHSI OpraHa OT HOP-
MaJIbHOTO aHATOMUYECKOTO CTPOSHUSI, TIPUBOISIIEE K KIIMHIIC-
CKM 3HAUMMBIM HapyILIEHUSIM €TO (DYHKIINH.

MAP — u3MeHeHUs CTPOSHUST Pa3TMUHBIX OPTaHOB M TKAHEH,
HE COIPOBOXKIAMOIINECS KIIMHUMYSCKN 3HAYMMBIMU HapYIIICHNS -
MU UX QYHKIINN.

HawnbGonee pacrpoctpaHeHHbIe CUHIPOMBI W (DEHOTHIIHI,
BKJIIOUeHHbIe B roHstue JICT:

1. Iponarnc mutpansHoro KianaHa (ITMK).

2. MapdaHouaHast BHEILIHOCTb.

3. MapdaHornoao0HbIi (peHOTHII.

4. Dnepcorono0HbIi (PeHOTHII.

5. Cunapom runepmoomibHocTH cyctaBoB (CI'MC).

6. CUHIPOMBI CO CMEIIAaHHBIM (DEHOTHUIIOM.

7. Hexnaccuduumpyemblii (heHOTHUIT.

BunHo, yto cuHApOMBI U (peHOTUTIBI 1—3 YacTMYHO coBMa-
JIAIOT 0 KJIMHUYECKUM TPOSIBIICHUSIM ¢ cMHApOoMOoM Mapda-
Ha. MeHOTUITBI U CUHIPOMBI 4—5 MMEIOT MHOTO OOIIUX YEPT C
KJIACCUYECKUM U TMIIEPMOOMILHBIM TUIIAMU CUHApOMa DJiep-
ca — Jlanno. /1151 oleHKY BOBJICUEHHOCTH TOW WJIM UHOM CH-
CTEMbI CJIeAYeT ONUPaThCs Ha TMOAXONbI, U3JOXEHHbIE B pe-
koMmeHaauusax (I'eHTCKue KpUTepuu AMArHOCTMKU CUHApOMa
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Mapdana, BuuibdpaHiiickue Kputepud TUATHOCTUKU CHH-
npoma Diepca — JlaHno, bpaliToHCKMe KpUTEpUn 1UarHOCTHU -
ku CI'MC).

HACT m3MeHWIN KIMHUYECKUE CUMITTOMBI MHOTHX 3a00-
JIEBAaHUI M CITOCOOCTBYIOT (POPMUPOBAHUIO TSKEITBIX OCTIOKHE-
HUI C BOBJIEYEHUEM AUCIIACTUKO3aBUCUMBIX opraHoB. C MoKo-
JIeHUSIMM MHOXUTCS TeHetndeckuii rpy3 HJCT, pacrer momy-
JIALIMOHHASI YaCTOTA 3TUX HAPYILIEHU, B CBSI3M C UeM BaXKHO CO-
3IaBaTh MEIUIIMHCKIE LIEHTPHI, 3aHUMAIOIINECS IIPOIBIKEHU -
€M IMarHOCTMYECKIMX U TeparieBTUIECKIX TIPOTPaMM Cpeay Bpa-
Yeil IepBUYHOTO 3BEHA, B CTAIIMOHAPaX, B TOM YHCJIe CITeIaIN-
3UPOBaHHBIX.

Buemnue denorurmmueckue npusHaku JCT BBISIBISIOTCS
npy OOBEKTMBHOM OOC/ICIOBAaHWH, BHYTPEHHME — COCIMHU-
TEJIbHOTKAHHBIE TTOPaXXEHMsI BHYTPEHHUX OPraHOB M HEPBHOI
cucteMbl. Hanbosnee yacto mopaxaercs cepaeqHO-COCYIUCTast
CHCTEeMa, OpraHbl JbIXaHWS, THUIIEBAPCHUS, KPOBETBOPEHUSI,
MOYEBBIICICHUSI.

Buemnue (enornmuueckue mpusHaku JICT: acrenuue-
CKMI{ TUI KOHCTUTYLIMH, MOJIMXouedannsi, MUKPOTCHUS, HU3-
KO€ PacIoioXKeHre M aCUMMETPUS YIlIel, royoble CKIephbl, THh-
Tep-, TUIMOTEIOPU3M, AMUKAHT, MUOMHUSI, 3y0O-YeTFOCTHBIE aHO-
MaJIMM, apKooOpa3Hoe HeOO, ITMHHbIE KOHEUHOCTH, apaXHOIaK-
TWIYS, KOPOTKKE, KPUBbIE MU3UHIIbI, HAPYILIEHUE POCTa HOTTEIA;
MCKPUBJIEHUE HOT, TUIOCKOCTOIME, BapUMKO3HOE pacllipeHue
BeH; AedopMalyst TPyIHOI KJIETKU, CKOJIMO3, K1UdOo3, JOpao3;
TOHKasl, JIETKO paHMMasi, TUIepaIacTUIHasl, Cyxasl Koxa, oyaru
NeMUITMEHTALIUU, TUTIEPTPUXO3.

Buyrpennue npuszHaku JICT:

— IeHTpaJibHAs HepBHAsA CHUCTEMA: BereTaTUBHAS IHC-
(byHK1MS, BpoxaeHHas MajbdopMaliusi cOCyI0B T'OJOBHO-
o MO3ra, BPOXICHHbIe apaXHOMIAIbHbIE KUCThI TOJIOBHOTO
MO3ra, SHype3;

— HepBHO-TICMXHYecKas cdepa: Jioronatuu, Im30-, HUKIO0-
TUMUS, TUTICPIMHAMUYESCKAI CUHIPOM, arpeccus, eduImT
BHUMAaHUST;

— CHCTeMAa JbIXaHMs: TpaxeoOpOHXUaTbHAsl JUCKUHE3MSI,
TPaxeoOPOHXOMAJISILIMSI, TPAXEOOPOHXOMETAIUSI, OPOHXOIKTA3bI,
TMOJMKNUCTO3, TUIEPBEHTWISIUMOHHBIA CUHIPOM, CIIOHTAHHBIA
TTHEBMOTOPAKC;

— CepAEeYHO-COCYMCTAsA CUCTEMA: TIPOJIATIChl KITAITaHOB Cep-
1A, SKTOMMIECKU PACTIONIOKEHHBIE CEepeUHbIe XOPJIbI, TUCTO-
MUsT TIAMMWUTSIPHBIX MBI, paclIMpeHue KOPHSI aOpThI, aHEB-
PU3MBI COCYZIOB CepIIia, apTepril CPEHETo 1 MEJIKOTO Kaunopa,
WIVOTIaTIIeCKasT apTepyaibHasl TUITOTEH3USI, HapyIlIeHe pUTMa
¥ TIPOBOIMMOCTH CEP/LIa;

— CHCTeMA MUIIEBAPEHNS: BUCIIEPOIITO3, TaCTPola30hareaib-
HBII pedIIIoKC, MErakoJIOH, TOJMXOCUIMa, aHOMAIMK Pa3BUTHS
JKEJTIHOTO TTY3bIps, MTUCKUHE3WW JKETYEBBIBOISIICH CUCTEMBI,
JIMBEPTUKYJTbI MUILIEBOIHOTO OTBEPCTHS 1 AMa(pparMbl, CUHAPOM
Ppa3IpakeHHOTO KUIIIEUHNKA;

— MOYEBbIIEJIUTEIbHASA CUCTEMA: HE(PPOIITO3, aTOTINS Ya-
IIEYHO-JIOXaHOYHOI CUCTEMBI, YIBOCHUE TTOYKHM, MOUEBBIBO-
ISIIMX TTyTeld, aHOMaIUsI pa3BUTHUSI MOUYETOUHUKOB, ITy3bIp-
HO-MOYETOYHUKOBBIN peduItoKC, AucMeTadosnyeckass He-
dponarus;
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— PenpoayKTHBHASI CHCTEMA: OIyIIeHNe MAaTKH, BIarajJuiia,
BapuKoLIe/ie, €BHYXOMIM3M, CAMOMPOU3BOJIbHBIC BBIKMIBIIIIN,
MOJIMKUCTO3 SIMUHNKOB;

— CHCTeMa KPOBHU: TIOBBIIIIEHHASI KPOBOTOYMBOCTb, TEMOIJIO-
OuHoMaThU, TpoMboLuTonaTuu [3, 4, 6, 8,9, 11, 12].

Bonee yacto y matmentroB ¢ HACT orMeuaeTcst BopieyeHre
KOCTHO-CYCTABHOI'O ariapara (rMrnepMoOMIbHOCTh CYCTaBOB,
CKOJIMO3, TIOCKOCTOMMKE, AehopMalivs TPyJIHON KIIETKH); KOX-
HO-MBIILIEYHOM CHUCTEMbI (TMIEPANIACTUYHOCTD, JIeTKasi paHu-
MOCTb KOXH, O4aru JeTUIMEHTAlM1, TUITOTOHMSI, TPbIKU); ra-
CTPOMHTECTUHAIBLHOM CUCTEMBI (BUCLIEPOITO3, peduItoKCHas 00-
JIe3Hb, CUHIIPOM Pa3ApakeHHOTO KMILIEYHUKA, TUCKUHE3US JKel-
YeBbIBOISIIEH cucTeMbl). Ho mopakeHue Kapauopecnuparop-
HOWM CHUCTEMBI COMNPSKEHO C Pa3BUTHUEM XKU3HEYTPOXKAIOIIMX CO-
CTOSIHUA.

COEAIIIHIIITEJI bHOTKaHHaA gnucnnasmna
ceppua

OnHUM U3 YacTbIX NposiBiieHUi HecoepiieHcTBa CT sBisieT-
sl COeIMHUTETbHOTKaHHAS! TUCTIIIA3Us CEpLia U €ro KJIAamaHHOTO
anmapara, KOTopble CTPYKTYpPHO MPOSIBJISIIOTCS B BUIE aHOMAJTb-
HO Pa3BUTBIX CTBOPOK, KOJIEL, XOP/, a (PYHKIMOHATBHO U KJIU-
HUYECKU — MPOBUCAHKEM CTBOPOK (TPOJIATC KJIAMaHOB), Peryp-
rutaiueit. [lponanc MuTpasibHOrO KJlanaHa siBsieTcs Haubosiee
pacnpocTpaHeHHO! (hOpMOii HApYILIEHUS CTPYKTYpPbI U (DYyHKIIMU
KJIAIaHHOTO arrapara cep/ia U XapaKTepu3yeTcsT TIpornoaHueM
CTBOPOK B TTOJIOCT JIEBOTO MTPEICEPINST B MOMEHT CHCTOJTBI JIEBO-
r0 emynodka. COOTBETCTBYIOIINIA STOMY COCTOSTHUIO KJTAaITaHHO-
TO armapara cep/ia aycKyJIbTaTUBHBIN (DeHOMEH OIHCAH ellle B
1887 r. Guffer, Borbillon; B 1961 — J. Reid, B 1963 — J.B. Barlou
Tpu aHTuorpacdvy 0OHAPYXWIM TIPOBUCAHKE B TIONOCTH JIEBO-
TO TIpencepausi CTBOPKM MuTpaibHoro Kiamana. J.M. Krikley B
1966 . MPeATOKUI TePMUH «TIPOJIATIC MUTPATBHOTO KJIaraHay,
TIOJTYIMBIINIA B HACTOSIIIIEE BPEMST IIIMPOKOE PACTIPOCTpaHEHUe, a
TEPMUH «CUHAPOM TUCIUIA3UU COSAMHUTETbHOM TKaHU CEepaLia»
npemioked H. Boudoulas B 1990 T. [6, 7].

OnucaHue coeOUHUMeIbHOMKAHHOU oucniasuu
cepoya

Knananublii CHHAPOM: M30JMPOBaHHbIE 1 KOMOMHUPOBAH-
HbIE MPOJIATIChI KJIAIlaHOB Cepjilla, MUKCOMATO3HAasl IereHepa-
1mst KiaraHoB. Yaiue aTot cunapom npeacrasieH [TIMK (1o 70
%), pexxe — IpoJsiaricaMy TPUKYCITUIAILHOTO I a0pTAIbHO-
IO KJIAIIAHOB, PacIIMPeHUEM KOPHS aOpPThI 1 JISTOYHOTO CTBO-
Jla; aHeBpYU3MaMU CUHYcoB BajbcaibBbl. B yacTu ciryyaeB BbISIB-
JICHHBIE M3MEHEHMsI COMPOBOXKIAIOTCS SIBJICHUSIMU PETypruTa-
LMY, YTO OTPaKaeTcsl Ha ToKa3aTesIsiX KOHTPAKTIIBHOCTH MO~
Kapna 1 00beMHBIX TTapaMeTpax cepaiia. CiieyeT OTMETUTD, YTO
sxoKapauorpagMuecKie JaHHbIe HAXOIATCS B IMHAMUYECKOM
COCTOSTHUM: 0oJiee BhIpaskeHHbIe N3MEHEHUST OTMEYAIOTCST TIPU
TTOCTIEAYIOIIMX OCMOTpAX, YTO OTpakaeT BIMSIHUE BO3pacTa Ha
COCTOSTHME KJIallaHHOTO ammapara. KpoMe Toro, Ha BeIpaXKeH-
HOCTB KJIaITaHHbIX U3MEeHeHUH BiusieT crernieHb Tsokectr JICT u
00bEM KEeTyTOUKOB.

TopakomuadparMaibHblii  CMHAPOM: acTeHUYecKast (hop-
Ma TPYIHOU KIIeTKH, nedopMaiiy TpyTHON KIIeTKU (BOPOHKO-
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o0pasHasi, KWieBUaHas), nehopMaliy IIO3BOHOYHMKA (CKOJIO-
3bI, KU(OCKOIMO3BI, TUTTEPKU(O3BI, TUTICPIOPIO3bI 1 JIp. ), U3Me-
HEHMUsI CTOSTHMSI M 9KCKypcuu nracdparMbl. Y manueHToB ¢ JICT
HamboJlee 9acTo BCTpeyaeTcss BOPOHKOOOpas3Hast echopMarivist
TPYIHOM KJIETKM, Ha BTOPOM MECTE I10 YacTOTe — KWJICBMIHAS
nedopmalivsi, HauboJIee peaKo BbIIBISIETCS acTeHU4YecKast (hop-
Ma TpyaHoi KieTku. Jledopmariuu rpynvHbl, pedep, IMO3BOHOU-
HMKa 1 CBS3aHHOE C HUMU BBICOKOE CTOSTHHE auadparMbl Ipu-
BOJISIT K YMEHBIIIEHUIO TPYAHOM MTOJIOCTH, TIOBBIIICHUIO BHYTPUT -
PYIHOTO JaBJICHMsI, HAPYLLIAOT ITPUTOK M OTTOK KPOBH, CIIOCO0-
CTBYIOT BOBHMKHOBEHUIO apuT™Muii cepaiia. Hammaue Topakonu-
a(pparMasibHOTO CMHIPOMa MOXKET TOBJICYb 32 COOOI IMOBBIILIEHNE
JABJICHUS B CUCTEME MaJIOTO Kpyra KpoBOOOpaIeHMSI.

CocymmcTblii CHHIPOM: TOpPaXXEHUE apTepyii 3IaCTUUECKO-
ro TUMA: UAMOIATUIECKOe PaCIIMpeHre CTeHKU ¢ (hOpMUpOBa-
HHEM MEIIOTYaTOl aHeBPU3MBbI; OpaXXeHWE apTepHrid MbIIIIEUHO-
r0 ¥ CMEIIAHHOTIO TUTIOB: OM(PypKaLIMOHHO-TEMOAMHAMUYECKHE
AQHEBPU3MBbI, TOJTMXOIKTA3UM YIUIMHEHHBIX U JIOKATbHBIX PACILI-
PEHMIA apTepuii, MaToJorMyeckast U3BUTOCTh BILIOTH 10 TETIEO-
Opa3oBaHUsT; MOpakeHKe BeH (MaToJIorMyeckast U3BUTOCTb, Bapy-
KO3HOE pacllIMpeHre BeH BEpXHUX U HMXKHUX KOHEYHOCTeM, re-
MOPPOMIATBHBIX U IPYTUX BEH); TeJICAHTMOIKTA3MH; SHIOTEM-
aybHast mucyHKiwst. COCyaMCThIi CUHIPOM, KaK TpaBHUJIo, Ma-
HUMECTUPYET B ITOAPOCTKOBOM M MOJIOJIOM BO3pacTe, IPOrpeccH-
pysI ¢ yBeIMIEHUEM BO3pacTa MallieHTOB.

MertaboamyecKkasi KApAMOMHONATHS: KapAUairii, apUTMUAN
cepIiia, HapyIIeHsI TIPOLIECCOB peroysipu3alui. Pa3BuTre Me-
TabOJIMYECKOIN KapIMOMUOTIATUM OTIPEIEIISIETCS] BISTHUEM Kap-
TMATEHBIX (haKTOPOB (KITATTaHHBIN CUHIPOM, BAPUAHTHI TOPAKO-
nradparMagbHOTO cepila) U 9KCTpakapaualbHbIX YCJIOBUI (TO-
pakonuadparMaIbHbIN CHHIPOM, CUHIPOM BETETaTUBHOM HIC-
yHKIIM, COCYymMUCTBIN CUHAPOM, Te(UITUT MUKPO- U MAaKpO3JTe-
meHToB). Kaparomuonarus npu JACT He nmeet crietiduyeckux
CYOBEKTUBHBIX CUMITTOMOB U KITMHUYECKVX TIPOSIBIIEHUIA, BMECTE
C TeM TIOTEHIIUATBLHO OTIpe/iesisieT TTOBBIIIeHHBI PUCK BHe3arl-
HOI1 CMEPTU B MOJIOZIOM BO3pacTe ¢ MpeodIanatolieil poJibio B Ta-
HaTOTeHe3¢ apUTMUYECKOTO CUHIIPOMA.

ApUTMHYECKMIA CHHIPOM: 3KEJTyIOUKOBasl 3KCTPACUCTOJHSE
PaA3MYHBIX Tpafgaluii; MHOTroOKycHasl, MOHOMOp(dHas, pe-
Ke TomMopdHast, MOHO(MOKYCHAsT TIpeicepaHasi SKCTPacuCTO-
JIVST; TIAPOKCU3MAJTbHBIE TAXMAPUTMUM ; MUTPALIUST BOIUTEISI PUT-
Ma; aTPMOBEHTPUKYJIAPHBIE W BHYTPYDKETYTOYKOBBIC OJIOKAIIbI;
AQHOMAJIMY MPOBEICHUST UMITYJIbCA T10 JTOTIOTHUTETbHBIM TTYTSIM;
CUHJIPOM TIPEIBO30YKIECHNUS JKETyI0UYKOB; CUHIPOM YIUTMHEHUS
uHTepBaia Q-T. Yacrora BBISIBICHUS apUTMUUYECKOTO CHHIPO-
Ma 0KoJ1o 64 %. ICTOYHMKOM HapylIeHMsI pUTMa CepIlia MOXKeET
OBITH OYar HapyILIEHHOTO MeTaboIM3Ma B MuoKapae. [1puanHoit
HapyieHuit cepaedHoro putma nipu JICT MoXeT ciryXuTh Kia-
MaHHBIN cMHAPOM. BO3HUKHOBEHUE apUTMUIA TIPU 3TOM MOXKET
OBITb OOYCIIOBJICHO CWJIBHBIM HATSDKEHMEM MUTPAbHBIX CTBO-
POK, cofepsKallliX MbIIIIEYHbIe BOJIOKHA, CIIOCOOHbIE K IMACTO-
JIMYECKOI aenonsipu3aluu ¢ (GopMHUpPOBaHUEM OMO3JIeKTpUYe-
CKOM HecTabMJIbHOCTM MMoKapaa. Kpome KapauajibHbIX TpH-
yuH npoucxoxaeHust aputmuii mpu JACT cyliecTByIoT 1 9KCTpa-
KapaualibHble, 00yCJIOBJIEHHbIE HapyllleHUeM (PyHKLIMOHATbHO-
IO COCTOSIHUSI CUMITaTHUYECKOro U OJIYKIAIoIIero HepBoOB, MeXa-
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HMYECKOTO DPa3IpakeHUs] CEpIeYHON «COPOUKM» Ie(OPMHUPO-
BaHHOI1 TpymHON KieTKoW. OMHMM M3 apUTMOTEHHBIX (DaKTO-
POB MOXKET ObITh IE(ULIUT MarHusl, BISIBJISIEMbIiA Y TALIMEHTOB C
JCT. IIpeanonaraior, 4To TMIIOMAarHUEMHUsI MOXKET CITIOCOOCTBO-
BaTh Pa3BUTHUIO TMMOKaTMEeMUU. [1py 3TOM yBeTMYMBACTCSI MEM-
OpaHHbII MOTEHLIMAJ TTOKOsI, HAPYLLIAOTCS ITPOLIECCHI ACTIONSIPU-
311U U PETTOJIIPU3ALIMM, CHIKAETCST BO30YIMMOCTD KJIETKU. 3a-
MEUTSIETCS IPOBOAMMOCTD 3JIEKTPUYECKOTO MMITYJIbCA, YTO CIO-
coOCTByeT pa3BUTHIO apuTMuii. C Ipyroii CTOPOHBI, BHYTPUKJIIE-
TOYHBIN Ie(ULIUT MarHUs MOBBIIIAET aKTUBHOCTb CMHYCOBOTO
y3J1a, CHUXKAET aOCOIIOTHYIO M YIJIMHSIET OTHOCUTENIBbHYIO ped-
PaKTEPHOCTb.

CuHIpOM BHE3aNHO# CMEPTH: U3MEHEHUSI CEPAEYHO-CO-
cynucroit cucrembl npu HCT, ompenessiolive naToreHe3
BHE3aIHOI CMEPTU, — KJIalMaHHbII, COCYAUCTBIN, apUTMHUYE-
ckuii cuHapomsl. [1o HabOAEHUSIM, BO BCEX CydasiX MpUYm-
Ha CMEPTU HEIMOCPEJICTBEHHO WM ONTOCPEIOBAaHHO CBsI3aHa C
MOpGhOGbYHKIIMOHATLHBIMY U3MEHEHUSIMU CEP/ILIA U COCYIOB:
B OJTHUX CJTydasix OHa 00yCJIOBJIeHa Tpy0Ooit COCYIUCTOM TIaTo-
JIOTUEl, KOTOPYIO JIETKO KOHCTaTUPOBATh Ha BCKPHITUM (pa3-
DBIBBI aHEBPU3M aO0PThI, apTepuii TOJIOBHOTO MO3ra W Ip.),
B JPYIUX Clydasix BHe3aIllHas CMepTh BbI3BaHa (pakTopamu,
TPYAHO MOAJAIOIINMUCS BepUGUKALIMN HA CEKIIMOHHOM CTO-
Jie (apuT™MHUecKasi cMepTh) [3, 6].

MopaxeHne opraHoB AbIXaHuA

IIpu JCT umeer MecTo HapylieHUe (POPMUPOBAHUS 371aCTH-
YEeCKOro KapKaca JIETKIX, YTO OOYCIIOBIMBAET KJIarlaHHBIN MeXa-
HU3M OpOHXMAJILHON OOCTPYKLIMM U 0Opa3zoBaHUe 3MGr3eMa-
TO3HBIX OYJUI, TIOCJICACTBUEM KOTOPBIX MOXKET ObITh CHOHTAHHBI
MHEBMOTOPAKC.

BpoxmaeHHBI TeheKT XpSIIeBOro M COeIMHUTEIbHOTKAHHO-
TO KapKaca Tpaxeu ¥ OpOHXOB ITPUBOIUT K ITOBBIIIIEHHOM MX TOJI-
BIDKHOCTH, BOSHUKHOBEHUIO OPOHXO3KTA30B, IIHEBMOCKJIEPO3a
[7-9].

Huckunesnss TBC crocoGCTBYET pasBUTHIO OPOHXOCHA3MA.
OnHUM 13 BEAYIIMX KIMHUYECKUX TTPU3HAKOB COBPEMEHHOTO Te-
YEeHMsI 3HAUMTETbHOI YacT OPOHXOJICTOUHBIX 3a001eBaHUIt SIB-
JstieTcst OpoHXuaibHast oocTpykim [8, 9]. BponxuanbHyio 00-
CTPYKIMIO (M1 6poHX000cTpyKTHBHBIN cHIpoM — BOC) pac-
CMaTpHMBalOT KaK OHY U3 pa3HOBUIHOCTE HApYIIEHUSI OPOHXU-
anbHOM Tipoxoaumoct. BOC mMeer MecTo Tpy OPOHXOMYJIbMO-
HAJILHOM JMCILIA3UM (HU3KYE ToKa3aTeIn OpOHXMATbHOM Mpo-
XOIMMOCTU B TIepUoie HOBOPOXKAEHHOCTH), BUPYCHOM TOpaXKe-
HUW — OCTPbIi OOCTPYKTUBHbBINM OPOHXMT; CUCTEMHBIX BaCKYJIV-
Tax (rpaHyiemaro3 BereHepa, cunapom Yepmka — Crpoycca),
BPOXKIEHHBIX TOPOKaX Ta300€APEHHOr0 cycTaBa (CMHIPOM Buib-
sMca — Kommnbasia, OpoHX1oI03KTaTUUecKast 0osie3Hb Jlelke,
cuHapoM MyHbe-KyHa) [3, 8].

B nocnentue 10—15 et mHeBMOHUY, BbI3BAHHbBIE BHYTPUKJIIE-
TOYHBIMU Bo30ynuTessimu y aeteii ¢ HCT, nporekatot ¢ BoBie-
YEHHEM He TOJTbKO aJTbBEOJIIPHOM, HO M MHTEPCTUIIMATLHOM TKa-
HH Jierkoro. Kitaccuueckue CMMITTOMBI TTPY TAKMX TTHEBMOHMSIX
M3MEHSTIOTCSI, CUMITTOMATMKA He BblpakeHa. Hammuue OpoHxu-
aJTbHOM OOCTPYKIIMKM TTPUBOAMT K OLIMOOYHO TMAarHOCTUPYEMbIM
OPBU. B pesynbrate sTHONaTOreHETUYECKAsT Teparvisi He Ha3Ha-
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yaercsi, (HOPMUPYIOTCS TSKETTbIe OCTIOKHEeHUsT (THeBMO(DUOpO3,
OPOHXO03KTAa3bl, BO3MYIIIHBIC OYJLIHI) |5, §].

V nanueHToB ¢ GPOHXHATBHOI acTMO¥ 1 riposiBieHusivu JJICT
OBICTPO BO3HUKAET JIETOYHAS TUTIEPTEH3MsI, ITHEBMO(DHOPO3, UTO
00yCIIOBTMBAET TSDKENOe TedeHue 3aboneBanus |3, 8, 9].

PaccmarpuBaercst ponb He TOJTHKO U3MEHEHHOW KOCTHO-MbI-
IIeYHOl cUcTeMbl Ha (hOHE BPOXKIECHHOU AMCIUIA3UK COSIMHU-
TeJbHOU TKaHU (nedopMartivisi TpyIHON KIETKH, CIaboCThb IbIXa-
TEJIbHOU MYCKYJIATyphl), HO U HapyleHre (hyHKIMY MYKOLAIH-
apHoro KupeHnca ripy JICT, AMCKMHE3NH TPaXeo0POHXHUAIBHOIO
JiepeBa, MMCBEreTaTu3M, IMMYHONIATHH |3, §].

AHOManmuu CTpoeHust 6poHxoserouHoii cucremsl mmpu JCT
CIIOCOOCTBYIOT YXYIIIECHUIO SIMMUHALMYU TATOTeHHBIX areH-
TOB B YCJIOBUSIX U3MEHEHHOW UMMYHHOI PEaKTUBHOCTH U CIO-
COOCTBYET UIMTENbHON MEePCUCTEHUMN MHMEKIIMOHHBIX areH-
TOB, (DOPMUPOBAHUIO PELIVAVBUPYIOLLETO TeUYSHMS THEBMOHUIA
C MPEUMYIIECTBEHHBIM TIOPAaXKEHUEM MHTEPCTULIMATBHOMN TKa-
Hu [8]. PacteT ypoBeHb aTUITUYHO MTPOTEKAIOIIUX THEBMOHUIA,
BbI3bIBAEMbIX BHYTPUKJIETOUHBIMU BO3OYIUTENSIMU (XTaMUIKSI-
MU, MUKOIUIa3MaMU) C TIPEUMYLIECTBEHHbBIM MMOPAXXEeHUEM WH-
TePCTULUS JIETKUX, MPU PELIMAMBUPYIOLIEM TEYEHUN KOTOPBIX
nporpeccupyer mMHeBMOGUOpPO3, JleroyHasi rurnepreHsust. Bos-
pociiasi YacToTa MHTePCTULIMATIbHBIX O0sie3Hel Jierkux |8, 9], B
OCHOBE KOTOPBIX — (PMOPO3HBIE U3MEHEHUS] MHTEPCTULIMS Jie-
TOYHOU TKaHU, BO3MOXHO, 0OBSICHMA BBICOKOU MOMYJISILIMOH-
Hoii yactoroii [ICT, umeroliieit Te ke 0cobeHHOCTU MOPGhOJIO0-
TMYECKUX M3MEHEHUIA.

XpoHnJecKast CTUMYJISIIIVSI UMMYHHOM CUCTEMBI MOKET CTaTh
TPUIMHOM He TOJIBKO PELIMINBOB ITHEBMOHMIA, HO I BO3MOXKHOI
TpaHchopMalMK B AayTOUMMYHHBIIA ripotiece [8, 9].

IMpu ACT nuarHOCTUPYIOTCS TakKKe BPOXKICHHbIE MOPOKU
OPOHXOJIETOYHOI CHCTEMBL: TPAXEOOPOHXOMErAIUA, TPAXeo-
OPOHXOMAJISMH, KHCTO3HAS TMIOILIA3MSA JIETKHUX [8, 9].

Jokaszana tecHast cBsi3b JICT ¢ passutrieM bBOC, nMmerorie-
TO MECTO TIPH aTUTTMIHO TTPOTEKAIOIITNX ITHEBMOHUSIX, BPOXKIECH-
HBIX MOPOKaX OPOHXOJIETOYHOU CUCTEMbI, OPOHXUATBHON acT-
Me, cucteMHbIx BackyuTax. Ha (pone JICT nepeuncieHHbIe 3a-
0oJieBaHMSI BBI3BIBAIOT TSIKENIbIE OCIIOKHEHUSI B BUIIE TTHEBMO-
(bubpo3a, 1erouHON TUTEPTEeH3NH, CIIOHTAHHOTO TTHEBMOTOPAK-
ca, 4TO YXy/IIIaeT IMPOTHO3 3a00JIeBaAHMsT, CHIZKAET KaueCTBO K13~
H1 60s1bHOTO. B oTyimume ot BeipaxkeHHBIX riposiBennii JICT, ac-
COLIMMPOBAHHOI C TIATOJIOTHEN OPOHXOJIETOUHON CUCTEMBI, CY0-
KIIMHUYECKUe BAPUAHTHI TIOPasKeHWST IbIXaTeJIbHOM CUCTEMBI Ha
done ICT He TMarHOCTUPYIOTCS, YTO TIPUBOIMT YaCcTO K HEBEP-
HOI1 TPAKTOBKE MATOJIOTMUECKOTO TIPOIIecca, K Cephe3HBIM Bpa-
YyeOHbIM OIIMOKaM.

Taxum oOpa3om, yMeHHE pacro3HaTh MPAKTUIECKUM BPauoM
nposieneHnst ICT moMoxkeT n30eXaTh TMarHOCTUUECKUX OIIIM-
0OK, aJeKBaTHOM couuaybHOM amanrtaiuu nauueHtoB ¢ JACT
(BBIOOp TIpOdheccrn), MPEayNPEaUTh BOSMOXKHBIE OCTOXKHEHUS,
PaHHIOK MHBATAAN3AIMIO OOJBHBIX.

Paszpaboran muarHoctnyeckuii aaroputm HIACT y nereid,
BKJTIOYAIOLLIMA:

1. AHanM3 KIMHUKO-aHAMHECTUUYECKUX JAaHHBIX: COOp aHaM-
He3a; COMOCTaB/IeHUE ¢ KITMHUYECKUMU JaHHBIMU OOBEKTUBHOTO
ocMoTpa (BHelHue peHotunmueckue npusHaku JICT).
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2. JlabopaTopHasi IMarHOCTUKA: OMOXUMUUECKHe (Orpenerne-
HME HapylIeHUi MeTabojIM3Ma KoJjllareHa: YPOBEeHb TMAPOKCH-
MPOJIMHA B OMOJOTMUYECKUX XUAKOCTIX (KPOBM M MOYe), a TaK-
JKe YPOBEHb MarHusi B 9PUTPOLMTAX (3HAYUTEILHO CHIDKEH ITPU
JCT)), reHeTUYECKKE UCCIICTIOBAHUSI.

3. MHCTpyMeHTallbHblE TUArHOCTMYECKME METOIbl: PEHTre-
Horpacusi opraHoB rpyaHoi kietku, DKI', pormiep-DxoKT,
XOJITEPOBCKOE MOHMTOPHUPOBAHHUE, PEOIyIbMOHOrpacusi, CIiv-
porpadusi, KomnbloTepHas ToMorpadus (Mo TOKa3aHMsIM); a
Takxke Y3U opraHoB OpIOLIHO# MOJIOCTH, (pUOpOracTpoayoneHo-
cKorus (o MOKa3aHWsIM) 1 JIp.

JlaGopaTopHoe rccienoBaHue Mo3BOJISIET BbISIBUTH BHYTPEH-
Hue ¢peHorunnueckue npusHaku JACT. Tpu Boissienun ACT ¢
BOBJICUEHHEM HECKOJIBKIX OPTaHOB 1 CHCTEM B IMATOJIOTMUYECKHUIA
TPOIIeCC TIOKAa3aHa KOHCYJIBTAIMS M HAaOMIOIeHYE Y3KUX CIIelra-
JicToB [6, 7, 11].

Jleuenne HACT

OcHoBHble TepaneBTHYECKUE HANPABJICHUSL:

— HeMeIMKaMEHTO3HasT Teparvisi (MHINBUIYaTbHbII aeKBaT-
Hbli pexknM, JIOK, husno- 1 reuxoteparus);

— nmetotepanusi (oborarieHa 6eKaMy, MUKPO3JIeMEHTaMH,
BUTAMUHAMU);

— MeIMKaMeHTO3Hasl Teparusi (KOppeKIys HapyIeHHOTO Me-
TabOIM3Ma, CTUMYJISILIMSL KOJUTareHOOOpa30BaHMsI); KOTOpast Co-
CTOUT M3 TIPENAparoB, CTUMYJIMPYIOLIMX KOJUIAr€HOOOpa30Ba-
HIE, KOPPEKTOPOB HAPYLIEHMS CUHTE3a 1 KaTa0O0JIM3Ma TIIMKO3a-
MUHOIIMKAHOB, OMOSHEPIETUIECKOTO COCTOSIHUS, CTAOMIIN3ATO-
OB MUHEPAILHOTO OOMEHA.

CumynIsImyst KOJLTAreHo00pa30BaHUs TTPOBOINTCS KOMITIEK-
COM BUTAMUHOB, MMKDPO- I MAKPOJIEMEHTOB (Me/lb, LIMHK, Mar-
HUIA, MapraHell, Xeje30) — LIMHKATOM, MAarHEPOTOM, a TakKXkKe
COJIKOCEPHJIOM.

KoppekTopbl HapyImeHHs1 CHHTe3a M KaTado/M3Ma LIMK03a-
MHMHOIJIMKAHOB: XOHIPOUTHUH CYyJIb(AT, IIIOKO3aMUH CyIbgar.

KoppekTopbl 0H03HEpreTHIeCKoro cocTostHus: ATD, prGok-
CUH, MWIAPOHAT, JICLIUTUH, TMMOHTAP, 3JIbKAap.

Crumyismps MEHEPATLHOTO 00MeHa: Kabimit [, HuKomen,
OCTEOr€HOH, KACTEMaKC.

[MpumMenenune mpenapaToB, KOPPUTUPYIOIINX HapYIIEH-
HBIA METa0OIM3M, YIIy4IllaeT KaueCTBO XKU3HU OONBHBIX C
JACT, 0co6eHHO B COYETAaHUM C TICMXOJOTUYECKOM TOmIep-
xkKoii, kypcamu JIDOK, cuMnromaTnyeckoi Tepamnueii.

ConuajibHas 3HAYMMOCTD MATOJIOTHH, ACCOIMUPOBAHHOI
c JICT:

— BBICOKMI y€IbHbII BEC 3HAYMMbIX aHOMAJIUI KOCTHO-
CYCTaBHO¥, MBILLIEYHOI, TACTPOMHTECTUHAILHOM, O(pTaTbMO-
JIOTMYECKOI U APYTUX cUCTEM (TTOTeps HETPYIOCITOCOOHOCTH,
VHBaJIMIU3A1IHS);

— BBICOKasl CMEPTHOCTb OT CepACYHBIX apUTMUIL (exeya-
cHo noru6aet 2000 yen.), UBC, pa3pbiBa aHEBpU3M;

— CHUXXEHUs ToKa3aTeseil 310pOBbsl JIUL MPU3BIBHOTO
BO3pacTa, YTO MOXET COPBATh MPU3bIB B BOOPYKEHHBIE CUJTbI
CTpaHBbI;

— POCT CJlyyaeB CUHIPOMa BHE3AITHOW CMEPTH;

— HEKOHTPOJIMPYEMOE YBEIMUEHNE YACTOThI 3a001eBaHN I
JeTeil ¥ MOAPOCTKOB,;

— TIATOJIOTHS PENPOAYKTUBHON CUCTEMBI.

YuuThIBasi BHIIIEU3TOKEHHOE, HEOOXOIMMBI:

— paHHsis auarHoctuku JACT;

— CBOEBpeMeHHasT aJieKBaTHas Teparvsi ¢ KOppeKIyeil Ha-
PYLIEHHOTO METa00a13Ma;

— u3y4eHue MoOp(MOIOrMUECKUX, MATOJOTMUECKUX U KITH-
Huveckux csazeit mpu ACT;

— uccienoBanue ¢peHomeHa Koppessauuu JACT ¢ usmeHe-
HUSIMU B TUCTUTACTUKO3aBUCUMBIX OpraHax.

BaxxHo coznaHue 06pa3oBaTebHBIX TPOTrPAMM IO IUATHO-
cruke u jedeHuto I CT mns Bpaueit Bcex crieliuaibHOCTEN.

OmHaKo OTCYTCTBME EIWHOTO TOXO0Ja K TMMOHWUMAaHUIO
cytu ICT, enuHOTO B3MJIsiIa HA TEPMUHOJIOTHIO W JUAr-
HOCTUYECKUE KPUTEPUU ITOTO COCTOSIHUS OCTaBIISIIOT OT-
KPBITBIMU 3HAYMTENbHYIO YacTh BOmpocoB. Eule mpencro-
ut onpeneauts Mecto JCT kak caMocTOSITETbHON HO30-
noruvyeckoit popmel. Ho rpomManHoe xonudecTBO paborT,
TOCBSIIIIEHHBIX 3TOW TMpoOjeMe, OTKPHIBAIOIINX HOBBIE
ACTIEKTHl B U3YYEeHUU COBPEMEHHOTO TeUeHUs OOoJie3Heid,
yXe 0003HaYMIu BbIcOKyI0 akTyanbHOcTh JJCT B coBpe-
MEHHOU HayKe.
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