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LLinpokoe pacnpocTpaHeHue NpsHaKoB AWCNNasnuy
COeMIMHUTENBHOV TKaHK Cpeaun HaceneHus 3aKoHOMep-
HO Bbi3bIBAET BOMPOC, YTO K& Ha CEroAHSLWHNIA AeHb
cuyuratb HOPMOIA, a UTO — naronorueih. He sensetcs
N HakomnreHne MapKepoB AUCNNA3NK B NOMNynAaumMm
9BONIOLIMOHHBIM NPOLECCOM € NPUCYLWUMU emy
nanepxkamu? Yrobbl OTBETUTL HA HEro, PAaCCMOTPUM
OTAENbHblE AOCTVXKEHUS, CAENaHHbIE B U3YYEHUM CO-
eAVHUTENBbHOTKAHHbIX AUCNNasui.

Passutve un aponiouuns pasHoobpasHbix dopMm opra-
HWU3MOB OT NPOCTeNLIMX A0 YenoBeKka OCyLeCTBNANUCH
nyTem MOCTENEHHOro NOSABNEHUA HOBbIX PYHKLMA K
CBA3AHHbLIX C HUMU CTPYKTYpP, NPUCIIOCOBNEHHBIX K On-
peneneHHbIM ycnosusaM xusHn. B npouecce ambpuo-
reHesa us cpefiHero 3apoabILLEBOro ANCTKa (Mesoaep-
Mbl) pasBUBaETCH Tak HasbiBaemas 3apofbllueBast
TK8Hb — M@3eHXUMa, B KOTOPOW B AarnbHeiem and-
hepeHUMpYIOTCA ABa 3auaTka: U3 ofHoro opmmpy-
HOTCS KPOBbL ¥ COCYALI, U3 APYroro — Bce BUAbl coenu-
HUTENbHONA TKaHW, B TOM YMCNe KOCTH, XPALLM U maj-
Kne Mbilwybt. Takum o6pa3oM, MHOFME TKaHu M opra-
Hbl, UMEtoLLWe Mano o6LLIero Npu NOBEPXHOCTHOM pac-
CMOTpeHUn, okasslealoTca ambpuoriorndecku poa-
CTBEHHbIMU. DTO «BHYTPEHHEE POACTBO» MOXET NPO-
ABNATHCA TOKASCTBEHHBIMU NOBPEXAEHUAMN U peak-
Lusamu B ycnosusix naronorum [10]. '

BpoxaeHHble wWunu HacneacTBeHHbIe LedeKTbl Co-
€AVNHUTENbHON TKaHW cnocobHbl NPUBOAUTL K HapyLLe-
HUAM XXUSHEHHO BaXKHbIX (PYHKLIMIA, B OCYLLECTBNEHWUM
KOTOPbIX OHa NPUHUMAET yyacTue. 3a HacneaCTBEeH-
HbiMU COEAVNHUTENbHOTKAHHBIMU paccTpoicTBamMu
MPOYHO 3aKPenuiiCA TEPMUH «AMCNNa3ua COEAVHU-
TenbHon TkaHw» (ACT). Oucnnasus B nepesoge ¢ rpe-
HECKOro O3HaYaeT «OTKNOHEHNE B (DOPMUPOBAHUNY.

WUtak, [ICT — ato reHetudeckn obycrnosrneHHas aHo-
Manus pasBUTUS Me3eHXUManbHOrO MaTpukca opra-
HM3Ma, NPUBOAALLAA K CHMXEHWIO NPOYHOCTW coeau-

HWUTENBbHOA TKaHW MHOMMX opraHoB U cucTem. Cneg-
CTBUEM 3TOrO ABNAETCS pacCTPOCTBO romeocTasa Ha
YPOBHE TKaHW, OTAENbLHOro opraHa Unu opraHMama B
LIENOM, YTO CONPOBOXAAETCA pasnuyHbiMU Mopdo-
(pyHKLIMOHANbHbLIMY HapYLWeHUAMN BUCLepanbHbIX 1
INOKOMOTOpPHbIX cucteM. Beneacteue Toro, uto ACT
CNY>XMT OCHOBOWA PARa NaTorornYecKnx COCTOSIHUA Unu
OKasblBaeT HeraTUBHOE BNUSTHAE Ha TEYEeHWe pasnny-
HbiX 3a6GonesaHwi, ee usyyeHue npuobperaeT Mexanc-
HUUNNUHapHoe 3HadYeHue.

OgpHolt 13 ocroBononararwmx xapakrepuctuk JCT kak
AucMopdoreHeTUYECKOro heHOMeHa ABNSETCs TO 06-
CTOATENLCTBO, YTO €€ (heHOTUNUYECKNEe NPUIHaKKU
MOFYT OTCYTCTBOBAaTb NPU POXKOEHUMN UINK UMETL OYEHb
HE3HaYNUTENbHYIO BbIPAXEHHOCTb WU NPOSIBNATHCA B
TeueHue Xu3Hu. UHbimu cnosamu, ¢ rogamu konuye-
ctBo npuanakos [CT 1 ux BbIpaXEHHOCTb HapacTaloT
nporpeaAueHTHO. BMecTe c Tem, nepedeHs U YacToTa
ANChNacTUHEcKnX heHoTUNOB Y KL pa3HbiX BO3pacT-
HbIX FPYNN [10 HACTOALEro BPEMEHU He onpeaeneHa.

Bnepsbie ICT 6bina onucana B 1682 r. J. Van
Meekeren. [lanbHeltee nsyuerue (MepHoryGos AH.,
1891; Marfan A., 1896; Ehlers E., 1901; Danlos F.,
1908) no3BONMNO YCTaHOBUTL HACNEACTBEHHbI Xapak-
TEp psAa CUHAPOMOB, B OCHOBE KOTOPbIX NEXMUT reH-
HbliA AeHEKT CUHTESA KonnareHa u onpeaeneHHbIi TIn
Hacneposanus. OgHako B nogaensiolweM 6onbLUnH-
cTBE crny4yaes Habop PEeHOTUNNYECKUX NPU3HAKOB He
YKNafblBaeTcA HU B OAUH U3 U3BECTHLIX CUHAPOMOB
naTonorMy COeauHUTENbLHOW TKaHW. B cBA3u ¢ aTum
HacnefacTBeHHbte 3ab0neBaHus CoeMHUTENHON TKa-
HU NPUHATO NoApasaensTh Ha AuddepeHLMpoBaHHble
(4alle BCero MoHoreHHble) U HepuepeHUMpPoBaH-
Hble Aucnnasnn. Huxe pedb NoijeT UMEeHHO 0 Heaud-
cpepeHumnposadHbix JCT, ANA ANArHOCTKN KOTOPbIX
UCNONb3YETCH YNPOLUEHHbIA noaxod, 6asupytowmiics
Ha BbIBNEHUN NX PEHOTUMUYECKUX NMPUIHAKOB.
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6 PepakumnoHHas craTbs

B HacTosiLlee Bpems BblAeneHo MHOXECTBO (heHOTU-
nmyeckux npusHakos JCT 1 MuKpoaHomanuia, KoTopble
YCNOBHO MOXHO pa3feninTb Ha BHELLHKE, BbISBNSEMble
npy ysvkansHoM obcnenoBaHuy, U BHYTPEHHVE (BUC-
LepanbHbie), T.€. BbISIBIAEMbIE CO CTOPOHbI LIeHTpanb-
HON HEePBHOW CUCTEMbl ¥ BHYTPEHHWUX OpraHoB C no-
MOLUbIO UHCTPYMEHTaNbHbIX METOA0B.

Ans uayyveHns BHeLWHero heHoT!Na NPYMEHSAIOT MOgu-
dmumpoBaHHble KapThl, BKIOYatOLLWe AECATKN NoKasa-
Tenen (B OCHOBE 3TUX KapT — [Moccapuil cTaHaapTuam-
pOBaHHOrO ONUCaHUA pernoHapHbIx Mopdogucrnasui u
nepederb M. Glesby (1989). MonHbIk nepedeHb deHo-
TUnnYeckux npusHakos ACT 1 MukpoaHomarnuii BKio-
yaet bonee 100 HavmeHoBaHUA. A.B. Aroga u H.H. Maga-
Kux [12] yKasbiBaloT Ha OTCYTCTBUE €AMHOW TOYKW 3pe-
HUS B OTHOLWEHUW KOMWYECTBEHHBIX U KaYECTBEHHbIX
[ManNa3oHOB AMarHOCTUYECKUX KpuTepues Heputdeper-
uunporaHHoit [ICT. 3.B. 3emuosckuii [5] obpallaet BHU-
MaHWe, YTO [0 HaCTOALLEro BPEMERU OTCYTCTBYET CO-
rnacosaHHbIl nepedeHs npusHakos [CT, HeT oBLuenpu-
HATOrO anropuTMa AWarHOCTUKM, UTO 3aTPYAHSET Cpas-
HEHWe MOony4YeHHbIX PasHLIMU aBTOpaMK faHHbIX. YKa-
3bIBAETCS, UTO NPEXIE YEM NPUCTYNUTL K hopmuposa-
HUIO TAKOTO CNncKa, HEOBXOAMMO YETKO CTPYKTYPUpOBaTh
BHELLHWE W BHYTPEHHWNE NPU3HaKW Ancnnas3mn n 06ocHo-
BaTb NOAXCAb! K AMArHOCTMKE OTAENbHLIX (EHOTUNOB.

Nexoga u3 npuHUMNOB, U3NOXEHHbIX B TEHTCKMX U
BunnshpaHLwckux Kputepusx, Bce BHELIHUE Nposs-
nexust ACT 3.B. 3emuosckum [5] ycnosHO pasgene-
Hbl Ha TPW rpyNnbi; KOCTHO-CKENETHbIE, KOXHO-MblLLEY-
Hble ¥ cycTaBHble. B Kaxayto rpynny BKNIOYEHb! 8 npu-
3HaKOB (Manbix KpUTEPUEB); @ TaKKe NPEANOXKEH an-
ArHOCTUYECKMIA Nopor B 4 Manbix KpUTEPUS — B Nep-
BbIX ABYX Fpynnax 1 2 — B TPETbe, yKasbiBakLmil Ha
BOBMEYEHUE TON NU MHON CUCTEMBI.

BucuepanbHbie, uny opranHbie, npusHakm OCT nog-
pas3fensioTcs nNo UX opraHHoi nokanusauum (tabn. 1).

CyuiecTByeT AOCTATOMHO TEéCHas B3aUMOCBS3b MexXay
YUCIIOM BHELUHUX deHoTUnMYecknx npusnakos OCT u
YaCTOTOMN VX BbISBEHWS NPYU MCCNEA0BEHUA BHYTPEHHWUX
OpraHoB, npexae Bcero cepaua. OnpeaeneH noporosbIi
ypOBEHL BHELUHUX MUKpOAHOMaIWA, pasHbIA 2 npuUaHa-
Kam guemopdoreHesa, BbisierieHre 3—5 npusHakos onpe-
AensieT HeobXxoauMOCTb BCECTOPOHHEro obcnefosaHus
NauueHToB ANs Noucka BUCLepasibHbIX aHOManui, ypo-
BEHb, COCTaBMsOWLMA 6-8 MyukpoaHomanuii u Gonee, xa-
paKTepu3yeT BbIPaXKEHHYIO, HEPEAKO reHeTUYECKN AeTep-
MuHuposaHHyto OCT cepaeqHO-CoCyaUCTOR CUCTEMBL.
Opyrue uccneposaTeny ykasbiBaroT Ha HeoBxoaumocTb
obcneposaHus 6oNbHOM ANS BbISBNEHNS HacneacTBeH-
HOW naronorum npu Hanuyum 6onee 5 BHelWHUX mopcho-
FEeHETUYECKNX BApUaHTOB, a MeHbLLEe KONUYEeCTBO NpK-
3HaKOB PACCMaTPYBAIOT B Npeaenax AonyCTUMbIX Bapua-
ymii (benozepos HO.M., 1984). eHoTUNUYECKUE NpU3Ha-
k1 cuHapoma [CT cnenyeT oLeHWsaTh B 3aBUCUMOCTY OT
yucna, CTeneHn BbIPaXKEHHOCTY, XapakTepa 1 KNuHu-
YECKON 3HAUNMOCTW SUCNITACTUHMECKUX NBMEHEHUIA.

[locTaToOMHO TOYHbIX CBEAEHWA O pacnpoCTPaHEHHOCTY
OCT B HacTogLLee BpeMS He CYLLUEeCTBYET, NPUBOASTCS
AaHHble O YacTOTe BCTPEYaEMOCTH TeX UMY UHbIX ee

npuaHakos (KnemeHos A.B., 2005). b.B. lonosckoh v
coasT. (2002) ykasbigatoT, 4To npuanaki OCT obHapy-
xeHbl y 80% nauveHToB. Hawwm ncenegosanmng (Memo-
paxos B.B., .C.l'opHakos, E.B.bynaskuHa, 2004) no-
kazanu, 4yto cuHapom ACT BbIABNAETCH B CpegHeEM Y
9,8% peteit. Mo gaHHeim 3.B.3emuosckoro (1998), no-
Kasatens pacnpoctpaHeHHocTu [ICT B nonynsaumm co-
craBnser 7—-8%. B uccnenosaHnsax Apyrux oTeqecTeeH-
HbIX U WHOCTPaHHbIX aBTOPOB PacNpPOCTPaHEHHOCTb
OCT cocraensiet ot 2 0 20,5%. PazHopeunBoCTh AaH-
HbIX 0 pacnpocTpaHeHHocTu [CT obycriosneHa pasnuy-
HbIMW KNAcCUPUKELMOHHBIMU U AMarHOCTUMECKUMU
nogaxoaamu. o cambiM CKPOMHbBIM AAHHbLIM, NOKa3aTe-
v pacnpoctpaneHHocty [CT, no menbluen mepe, co-
OTHOCSITCS C PacnpOCTPaHEHHOCTLIO OCHOBHBIX COLM-
arbHO 3HaYMMbIX HerHbEKLIMOHHbIX 3a6onesaxui.

YuutbiBas, 4To Knaccudukaums nioboil natonorum He-
CET BaXHbIA «NPUKNAGHOR» CMbICI — UCNONb3YETCS KaK
OCHOBa ANs (hOPMYNMPOBKM ANArHo3a, peLleHne Knac-
CU(PUKALMOHHBIX BOMPOCOB ABNAETCH OYeHb 3HaYU-
MbiM C TOHKU 3pEHUS KNWHWYECKONA npakTvkn. Knaccu-
cukauma OCT — oanH n3 cambix guckyrabensHelx Ha-
y4YHbiX BONpocos. OTCyTCTBME €4MHON, OBLUENPUHATOR
knaccudvikauumn OCT orpaxaeT pasHornacue MHeHuin
nccneposarteneit no gaHHokh npobneme 8 uenom. Co-
EANHUTENBHOTKaHHbIE AUCNNA3MK MOTYT Kiaccuduum-
poBaTbCS C YYETOM reHETUYECKOro AedekTa konnare-
Ha — NepCcnekTUBHbIA NoaXod, KOTOPbLIA 4aeT BO3MOX-
HOCTb 0B0CHOBATL reHeTUuYecky AnddepeHunpoBaH-
Hyto auarHocTuky ACT (Kapyputa T.U., 2000), ogHako
Ha CerofHAWHWA JeHb AaHHbIA NOAXoA OrpaHudeH,
MOCKOIbKY UMEIOTCS HacneacTBeHHbie cuHapoMbl GCT.
B.M. fikosnes ¢ coasT. (1990) npeanpyHANA NonbITKy
knacenuumposats OCT ¢ KMMHUYECKUX NO3NLUA.

YHuBepcanbHbIX NaTororniyeckux NospexaeHuii co-
eaVHUTENBHON TKaHW, koTopbie Bbl hopMUpPOBan KOH-
KpeTHbIA heHoTUN, He cywecTsyeT. Kaxablin fedekT y
Kaxxgoro 6onbLHOro B CBOEM poae yHukaneH. MNpu atom
BceoObemAoLLee pacnpocTpaHeHue B opraHuame co-
eVHUTENbHOA TKaHW onpegensieT nonuopraHHoCTb
nopaxenuii npy OCT. B csisu ¢ atum 1. Heuaesoi ¢
coasT. (2008) npeanoxeH KnaccutuKauMOHHbINA
noaxop ¢ 060coGneHnem CUHAPOMOB, CBA3aHHbIX
€ AUCNNACTUKO3ABUCUMbIMN U3MEHEHUAMU U Na-
TONOrM4ecKUMM COCTOSHUAMMU (Tabn. 2).

Mockonbky teHoTunuyeckmne nposenerus [CT upes-
Bbl4aiiHO MHOroo6pasHbl Y NpakTMYeckn He noanatoT-
CA YHUbukaumuy, a ux KiHU4eckoe ¥ NPorHocTuYeckoe
3Ha4YeHWe onpefensaeTcs He TOMbKO CTENEHLI0 Bbipa-
KEHHOCTU TOro UNW UHOMO KNUHUYECKOro NpusHaka, Ho
1 XapaKkTepoM «KOMOMHALIMA» AUCTINACTUKO3ABUCAMBIX
U3MEHEHWNA, ¢ ToukK 3peHus . Heyaesol ¢ coasr. [9],
Haunbonee oNTMManbLHO UCMONb30BaTh TEPMUHL! «HE-
aubbepeHumnpoBaHHas AUcnnasus CoOeAUHUTENbHOR
TKaHW» (BapUaHT C KNUHUYECKUMU NPOABISHUAMMY, He
YKNaAbIBaoOLLMMUCA B CTPYKTYPY HACNeACTBEHHbIX CUH-
ApPOMOB) 1 «anthdepeHLMpoBaHHas AUCnnasms coeam-
HUTENBHON TKaHW», Unv cukgpomHas dopma LCT. Mpu
TAKOM MNOAXOAE NPAaKTUYECK BCE KIIMHUYECKUE NPOSiB-
nenus CT HaxopsT csoe mecto B MexayHapoaHom
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Tabnuua 1. BucuepanbHblie COeANHUTENBHOTKAHHbLIE AUCNNa3un

cocyanuctTas cuctema

dusnorornvyeckasn
MNpusHaku
cucrtema
LleHTpanbHas BereTtatusHas AuchyHKUMS, AedeKTbl peyn, HEpBHas aHOPEKCUS, FTeMUKPaHUS, MUaTOHNYECKII
HepBHas cuctema CUHAPOM, 3HYPE3, BPOX/AEHHbIE ManbgopMaLy CoOCyA0B MO3ra.
CeppeyHo- Mponanckl KknanaHos cepaua, nNOXHble XopAbl W aHomarnbHble Tpabekynbi, AWCTONNUM

NanunaspHbIX MbIWL, PacLMPEHWe KOPHEN aopTbl W NEroqHoN apTepun, aHrMoancnnasiv
apTepuarnbHbie, BEHO3HLIE W CMELaHHble, aHEeBPM3MbLI COCYZI0B Cepaua cpeaHero U Menxoro
kanuBpa, MexnpeacepAHOA NeperopoaKkn, HEAOCTATOMHOCTL KNanaHHOro annapara BeH HIKHUX
KOHEYHOCTEM, HapyLUeHKe NPOBOAUMOCTY, CePAEYHOr0 PUTMA, KanbLMHO3 a0pTsl y nny 4o 40
ner.

KWLEYHBIA TPakT

Cucrema opraHos MonuKMCTO3, CrOHTaHHbIE MHEBMOTOPAKCHI HESICHOW  aTHOMOruM, TpaxeoGpoHXuanbHbIe

AblXaHus AVCKUHE3WW, BPOXAEHHAA TpaxeoGpoOHXOMeranusi, BPOXAeHHas TpaxeobpoHxomansums,
BpoHxoakTaTMueckast aMdusema Jlelwke, rUAONMA3Ns nerkoro, CcuHApoM Bunbsmca -
KemnBenna, peunaveupyiolme aTenektasbl, anMkansHble Gynnel,

MouessbigenuTensHas | HedponTos, aToHMA YaLLEUYHO-NIOXaHOMHON CUCTEMBI, YABOSHUE NOYKN W/ MOYEBLIBOASLLNX

cucrema nyTeil, opTocTaTMyeckas NpoTEUHYPHUSI.

XenygouHo- [acTponTos, renarornTo3, aHOManusl XXeNYHOro Mysbips, MErakonoH, AOMMXOCUIMA, CUHAPOM

pasapaxkeHHOW TONCTOMN KuLLKU, pedriokChl (ByofeHoracTpaneHbIi, ractpoasocareanbHbiit).

OpraHbl 3penus

Mwvionus, BbIBUX U NOABLIBMX Xpycranuka, BpoxaeHHoe Kocornasue, rny60Kvu7| yron nepep.Heﬁ
Kamepbl rnasa, AecTpykuust CTEKNOBWAHOrO Tera, OTCNovka ceT4yartkuy, rony6b|e CcKnepbl,

aCTUrmMaTuam.

JIOP-opraHbi

OTocKnepos, UCKPUBNEHUE HOCOBOIA NEPEropoaku, HEMPOCEHCOPHAS TYrOYXOCTb,

Cucrema kposnu

MNoBbilleHHas KPOBOTOUMBOCTL, reMornobuHonaTuu, TpombounTONaTUM, CHUXKEHUE aKTUBHOCTM
cakTopa Bunnebpanaa B nnasme Kposwu.

PenpogyktneHas
cuctema

abopThl Yy KEHLUH,
€BHYXOMAN3M Y MYXXUUH.

AHOManNWM pasBUTUR U PACrONOXKEHWA NOMOBLIX opraHos (onymeHMe MartkM ¥ Briaranuwiay,
CKNMOHHOCTL K 3aaepxke d)opMMpoaava BTOPUYHBIX NONOBbLIX MPU3HAKOB, CaAMONPON3BOnbHble
IOBEHUNbHbLIE MaTOYHbi€ KpOBOTEYEHUA,

npexgespemMeHHble  poabt,

knaccndukarope bonesnen (MKB-10), a y npakrinyecko-
ro Bpada NOSIBNSIETCS BOAMOXHOCTb ONPeaenuTs Wwudp
BEAyLIero Ha MOMeHT obpallieHns nNposiBneHus (CUHa-
poma) [ICT. Npn sTom B cnyyae HegudepeHUMpoBaH-
Hoi chopmbi ACT npu dhopMynuposke anarHosa criegy-
€T yKasblBaTb BCe umeromecs y 6ornbHoro cuHapo-
Mbl, (DOPMUPYS TakUM 0Bpa3oM «NOPTPET» NaUMNeHTa,
TIOHATHbIA NoBoMy Bpady NOCMeyIoWero KoHTaKTa.

CreneHb BbIpaXXEHHOCTU reHETUHECKN [ETEPMUHMPOBaH-
HbIX 4e(EKTOB OHTOTEHe3a 3aBUCUT OT NEHETPAHTHOCTM
W SKCMPECCUBHOCTY COOTBETCTBYHOLNX FEHOB, a BPOXOEH-
HbIX HapyLWeHWA — OT CURbl U CPOKOB MYTareHHOro BO3-
genctaus. MNMoaToMy nokanusauua AUCNNacTUMECKUX U3-
MEHEHW COSAUHUTENBHOMN TKaHW MOXET ObITb OrpaHuue-
Ha OHON CUCTEMON UK COMETaTb 3HAUUTENBLHOE UX YUC-
no. MseectHo, YTo AndidepeHLMpoBKa TakuxX CTPYKTYp,
KaK No3BOHOMYHBIA CTONG, KOXa, kranadbl cepaua, Kpyn-
Hble COCY/b!, NPONCXOQMUT B OOHY 1 Te e CPOKV heTanbHO-
ro passuTus, NOSTOMY COMETAHUE ANCTINACTUYECKNX N3-
MEHEHWI B aTUX cucTeMax Hanbonee BePOATHO.

BbigensitoT criefylolue sapuaHTsl gucnnasuni;

— WCTWMHHO Marnble, Npu Hanudum Tpex u Bonee BHe-
LLUHMX (PEHOTUMMYECKUNX MPUIHAKOB /UMY MarblX aHo-
mManuii paseutus 6e3 BUANMBIX U KNMHUYECKK 3HAYM-
MbIX U3MEHEHWUA COeANHUTENBHOTKAHHOrO kapkaca
BHYTPEHHWX OPraHos;

— U30MMPOBAHHbIE, TO €CTb NOKANU30BaHHbLIE B O4HOM
opraHe;

-~ cobcTBeHHO cuHapombl OCT.

O.B. 3emuosckuii [5] npepnaraer Bbigensite 10 ocHoB-
HbIX AUCNIACTUYECKNX CUHAPOMOB U (DEHOTUNOB:

1. MapchaHonono6Han BHEWHOCTL, Npeanonarao-
LLjas BblaeneHue YeTbipex 1 5onee KOCTHO-CKeNeTHbIX
(heHOTUNNYECKUX MPU3HAKOB.

2. MapdanonogobHbIN heHOTUN, BKITHOUAIOLIWIA A1n-
arnasoH NPoABREHNIA OT «HENONHOro» cuxapoma Map-
thaHa [O NErkux 1 KNMHUYECKN HaMMEHEe 3Ha4YMMBbIX
COCTOSIHMIA, KOTOPbIE ANarHOCTUPYIOTCS NPy Hanuuuu
NPU3HaKoB BOBMNEYEHUS KaK MUHUMYM TPEX cucTem:
KOCTHO-CKENETHON, cepae4HO-COCYANCTON, NerovHon
Wnu 3puTEnbHOM.

3. MASS-theHOoTHN, pacnosHaBaeMblil NO BbISBIEH-
HbIM NOPAXKEHUAM MUTPANBHOIC KnanaHa, aopTbl, KOXu
W cKenera. '

4. NepBuunbii OMK. Kputepuamu ero BhISBIEHUSA
SIBMAOTCA 3XoKapanorpadunyeckne npusHaku nponan-
ca, B TOM Y1cne C MMKCOMaTo3HOW AereHepavnen cTeo-
POK, MPU3HAKN BOBNEYEHUS KOXW, KOCTHO-CYCTaBHOM
CUCTEMbI U CKeneTa, Npu OTCYTCTBUW NPU3HAKOB pac-
LUMPEHUS a0pThl.

5. Onepconono6HbiN heHOTUN (Kaccuyeckuir)
BKIOMaeT B cebsA gnanasoH COCTOSHMIA OT «HEeNonHo-
ro» cnHgpoma Snepca — [lasnoca A0 Nerkmx u KnuHu-
YeCcKkn HaumeHee 3Ha4Y¥MbIX COCTOSIHWIA, KOTOpbie au-
arHOCTUPYIOTCA NPW Harnm4ymmn NPU3HaKoB BOBNEYEHUS
KOXW 1 MbILLIEYHON CUCTEMbI, @ TaKkKe COCYL0B.

6. OnepcornonobHbIA heHOTUN (TMNepMOBUITLHLIA)
AWMarHoCTUPYETCs Npu BbiABIEHWN runepmobunsHoc-
T cycTasos (Ao 4 6annos) 1 eé ocrnoXxHeHwui (pacra-
KEeHUe, BbIBUXW U NOABLIBMXW, NiiockocTonue), bonei
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PepaxunoHHas ctartbs

Tabnuua 2. CUHAPOMHAS PYNNUPOBKA COEAMKUTENLHOTKAHHbIX AMCTNA3UNA

Cungpom AucnnacTukosaBucMMble U3MEHEHUS U NAaTONOIrUYEeCKUE COCTOSIHUSA
Heeponorudeckux BeretatuBHas AnCHYHKUMS (BereTococyaucTas [OMCTOHUS, NaHudeckMe atakm v ap.),
HapyLLeHWUA reMuKpaHus.

ACTEHUYECKMUIA CHmkenne  paboTocnocobHOCTM,  yXyAlleHUWe  NEepeHOCUMOCTM  (bU3UYeckux  u
NCUXO3MOLMOHaNbHbIX HArpy30K, NOBbLILIEHHAR YTOMITAEMOCTb.
KnanaHHbIA W3onupoBaHHble U KOMOWHYMpPOBaHHbLIE MNpoRancel KnanaHoB cepaua, MUKCOMaTo3Has
v JereHepauus KnanaHos.
AcreHudeckas copma rpyaHol knetku, aedopmaumy rpyaHoil knetku (BopoHkooGpasHas,
TopakoguadparmanbHblit | kKUneBugHasA), NO3BOHOYMHMKA (CKONMO3bl, KMGDOCKONMO3bI, rMNEpKkdOo3sl, rMNepnopaosbt
W Ap.), UBMEHEHUS CTOSHUSA U SKCKYPCUM Avadparmel.
MopaxeHue apTepuil anacTMHeckoro Tvna; nopaxeHwWe BeH (nNartonorndeckas W3BUTOCTb,
CocyaucTbiit BapvKO3HOE paclUMpeHne BeH BEPXHUX Y HIDKHUX KOHEYHOCTeil, reMoppouaansHeIX 1 ap.);
TeneaHrnoaKTasuuy; aHpoTenmanbHas ANChYHKLUMA.
Henynoukosasi 3KCTPaCUCTONWS PasnNUUHBIX Fpagaumnil; MHorodpokycHasl, MOHOMOpPCHas,
pexe nonumopdHas, MOHOCOKYCHAn NpeacepAHas 3KCTPACUCTONNSA; NapoKCU3ManbHble
ApnUTMUYECKUA TaxvapuTMuK, MUrpauns BOAUTENS PUTMA; aTPUOBEHTPUKYNSPHbIE U BHYTPWXENYA04KOBbiE

Onokadbl; aHOManuu nNpOBEAEHWA WMNYNbCA MO AONOMHWUTENbHLIM MYTAM, CUHAPOM
npenBo3bYXaeHUs KenyA0oUKOB; CUHAPOM YANMHEHUs uHTepsana Q-T.

CuHapom BHe3anHom
cMepTu

MNameHeHus . cepaedHo-cocyauctoit cuctembl npu [CT, onpeaensiowme natorexes
BHE3aNHON CMePTH, — KNanaHHLIN, COCYANCTbIA, apUTMUYECKIA CUHAPOMbI,

TpaxeobpoHxuanbHas  AUCKMHe3ns, TpaxeobpoHxomansuusi, TpaxeoGpoHXomeranus,
BpoHxoneroyHsbii BEHTUIAUNOHHbIE HapyLUeHNs (06CTPYKTMBHBbIE, PECTPUKTUBHBIC, CMELLAHHbIE HapYLUEHus),
CNOHTaHHbI NHEBMOTOPAKC.
MMMyHONornyeckux CunHapom ummyHoaeuuMTa, ayTOUMMYHHbIA CUHAPOM, annepruyeckuid CUHAPOM.
HapyLeHui

BucuepanbHbin

HedponTos v aucTonuM nodvek, NTO3bl OPraHOB KEMyAOMHO-KULLEYHOrO TPaKTa, OpraHos
MaJioro Tasa, AUCKUHE3NN OpraHoB XenyAouHO-KULIEMHOro TpakTa, AyoAeHOoracTpanbHbie 1
ractpoasodpareancHble  PechriloKChl, HECOCTOATENbHOCTb  CHUHKTEPOB, AMBEPTUKYIbI
MMLieBoAa, PbKA NUWEBOLHOTO OTBEPCTUS AMadparMbl; NTO3bt MONOBLIX OPraHOB Y
KEHLLMH.

MaTonorun oprana

Muonus, acturmaTnsm, rmaepmeTponus, Kocornasve, HACTarM, OTCNoKa CeT4aTku, BbiBUX U

3pexun NoABLIBUX XpyCTanuka.

FemMopparuyeckue lemornobuxonartuu, cuHgpom Pavgio — Bebepa — Ocnepa, peunavsupyiowme
remarpopmesenxwma nbHble | TEMOpparuyeckue (HacnepcTBeHHas guchyHkLUs TpombouuToB, CUHAPOM Bunnebpadpa,
AMCNNA3UM KOMOWHMPOBaHHbIE © BapuaHTbl) U TpoMGoTuyeckue (runeparperaums TpomBouLUTOB,

NepevYHbIA aHTUOCHONUMMAHBIA CUHAPOM, MNEPrOMOLIMCTENHEMNS) CUHAPOMBI.

MaTtonoruu cronbl

KoconanocTs, nnockocronue (npvoanoe, nonepeyHoe), nonas crona.

CuHgpom HectabunbHOCTL CyCTaBOB, BbIBUXU W NOABLIBUXW CYCTaBOB.
rMnepmMoBUnbLHOCTH
CycTaBoB
BepTeBporeHHbIi tOBEeHMNbHBIR OCTEOXOHAPO3 MO3IBOHOMHUKA, HECTAabWUIBHOCTb, MEXNO3BOHKOBLIE TPbIXM,
pTeOP BepTebpobasunsipHans HeaoCTaToUMHOCTL; CNOHAUNONNCTES.
[ucnnactuko3aBucuMble AMCMOPIUM YENIOCTHO-NULEBOR 0BnacTu (aHomanuu npukyca,
. rotudeckoe Heb0, BblipaxeHHble acummeTpun nuua); O- u X-obpasHsie Aedopmauumn
KocmeTuueckuit ! p P ua); p Aecdopmal

KOHEYHOCTEN; M3MEHEHUR KOXHBLIX NOKPOBOB (TOHKAS MPOCBEUMBAIOWAS W NerkopaHuMas
KOXa, MOBbILUEHHAS PACTXKUMOCTb KOXU, LIPaMbl B BUAE «ManupocHoi Bymarny).

HapyleHnsa ncuxudeckoin
cohepsl '

HespoTndeckue paccTpoiicTBa, [EnpPeccun, TPEBOXHOCTb, WNOXOHAPUS, oBCeccUBHO-
hobudeckme paccTpoiicTBa, HepBHasi aHOPEKCUS.

B 1-3 cycTaBax MeHee 3 MecsiLeB, NpU3HaKkoB BoOBNe-
YEHWS KOXU UMM KOCTHO-CKENETHON CUCTEMBI.

7. DobpokayecTBeHHas runepMoSouNLHOCTb cycTa-
BOB ONpEeAENsSeTcs No npusHakam runepmobunsHoc-
TV CYCTaBOB, NpeBbiLuatoLel 4 6anna, npu oTCyTCTBUN
apTpanruii 1 BOBNeYeHns KOCTHO-CKENETHOW CUCTEMbI.

8. Heknaccudmuupyemsin peHoTun, unm Hegud-
thepenumpoBaHHas [CI, onpegensiercs npu Bbiss-
neHwu 6 n Gonee BHeLLHUX (PEHOTUNUYECKUX NPU3Ha-
KOB, HO HeZOCTaTOMHOM MX KONMYecTBe ANs AuarHoc-
TUKY APYrX AMCTNacTuyeckmx (eHoTUNOB.

9. NoBbleHHan AUcNNacTU4YecKas cTUrmaTusaums
yCTaHaBnMBaeTCs No 3~5 BHELWHUM npu3Hakam, pas-
HbIM COYETaHUAM KOCTHO-CYCTaBHbIX, KOXKHbIX U CKe-
NETHbIX MPU3HAKOB, NPY OTCYTCTBUN ManblX aHOManui
pasBuTua U Apyrux sucLepanbHbiX Npu3HakoB [UCH-
nasun.

10. MNoBbiweHHasn, npeumyllecTBeHHO BucLiepanb-
Hasi, pucnracTuyeckas crurmarusauuna 6asvpyercs Ha
BbISBNEHNM EOMHNYHBIX BHELLHUX NPU3HAKOB, a Takke
Tpéx 1 Gonee Manbix aHOManuiA cepaua uvnu coeau-
HWUTENbLHOTKaHHOrO KapKaca ApyriX BHYTPEHHUX OpraHoB.
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B nccnepoBaHnsax HaMu yunTbIBAKOTCA YPOBHM CTUr-
mMatusaunm: HU3kui (Ao 5 npuanakos), cpegHuin (6—9
NpU3Hakos), BbICOKUIA (CBbILe 10 Npu3HaKkos).

CyLiecTByeT U Takoe 0GbeANHAIOWES NOHATUE, KaK CUH-
OpPOM COEAUHNTENbHOTKaHHOW AUCNNasun, onpeaens-
EMbI KaK HO30/TOMMYECKN CaMOCTOATENbHBIA CUHAPOM
NONUreHHO-MYNBTUDaKTOPUanNbLHOR APUPOLLI, NPORBNS-
OLLUACA BHELHUMIY (PEHOTUNMYECKMMI NPU3HaKamu B
CodEeTaHuy C AMCNNacTUHECKUMMN U3MEHEHUSMUN Y
KIUHWUYECKU 3HaYMMON ANCHYHKUMENR OQHOFO Uik He-
CKOMbKUX BHYTPEHHUX opraHoB. OH ABNAETCS COCTaB-
nsawowein PeHoTUNUYEeCKoh NPOTAKEHHOCTH, KOMMNO-
HEHTaMM KOTOPOI MOXHO CHUTaTh: HacneACTBEHHYHO
npenpacnoiloXEeHHOCTb (hubponnacTuueckun
guare3) — COGCTBEHHO COeAUHUTENbLHOTKAHHLIe
aucnnacTuyeckue cMHAPoOMbI — anddepeHumpo-
BaHHble COeANHUTENIbHOTKaHHble AUCTINA3KM.

B nocriegHne fecaTuneTus OTMEYEH NPOrpecCUBHbIA
DOCT YWUCNa UCCrenoBaHUA, HanpPaBnEHHbIX Ha BbIsB-
neHne ocobeHHoCTEN TeueHus 3aboneBaHuii, accouu-
upoeaHHbiX ¢ [1ICT. OgHako, no MHeHuo B.®. JemunHa,
C.O.Krounukoea, M.A. KnitouHuKoBoi# [4), ocTaeTces He-
SICHbIM BONPOC O YACTOTE U KIMHUYECKOW 3HAYUMOCTU
OTAENbLHbIX MarbliX aHOManui pasBuUTUs, a Takxke o Co-
YETAHUW BHELLIHWX NPOABNEHWIA MCNNACTUYECKOrO CUH-
OpoMa C XxapaKTepoM v CTENEHBIO BOBNEYEHHOCTY LIeH-
TpanbHO 1 BEreTaTBHOW HEPBHOW CUCTEM W BHYTPEH-
HWX OpraHoB B CUCTEMHYIO NMaTONOMMI0, COBAVHUTENb-
HoW TKaHwW. [o-npexHeMy ABAAETCA CNOPHBIM BONPOC
O KNHUYECKON (hopMe NPOABIEHNIA NOParkeHUA CO CTO-
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