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PeuenseHTnI:

JlyuanunoBa Banentuna HukonaeBHa - JIOKTOp MEIMIIMHCKUX Hayk, mpodeccop,
3aBenymomas kadenpoit memmarpuu Ne2 T'OY BIIO «BmaauBOCTOKCKHI TOCYIapCTBEHHBIN
MEIMIMHCKUIA yHUBEpcuTeT Poc3apaBay.

P3sinkuna Mapuna degopoBHa - JTOKTOpP MEIUIIMHCKUX HayK, mpodeccop, 3aBeayromnias
kadenpor mnomukauauueckor mneamarpun ['OY BIIO «J/lanpbHEBOCTOUHBINM TOCYIapPCTBEHHBIN
MEIMIMHCKUI yHUBEpcUTET Poc3apaBay.

ABTOPCKHIl KOJLUICEKTHB:

badueBa AabOuna ®enopoBHA - JOKTOpP MEAMIIMHCKUX HayK, mpodeccop, 3aBemyromias
kadenpoi nerckux OosesHeit ['OY BIIO «Amypckasi TrocyqapcTBEHHAs MEIUIMHCKAs aKaJIeMHS
PocznpaBay;

lanoBa Okcana BiaguMupoBHA - K.M.H., aCCUCTEHT Kadeapbl aeTckux Oonesnerr ['OY
BIIO «Amypckas rocynapcTBeHHasi MEAUITMHCKAs akafaemust Poc3apaBay;

Boiiuenko TaTrbsina EBrenbeBHa - K.M.H., aCCUCTEHT Kadeapsl aeTckux Oosesneir ['OY
BIIO «Amypckas rocynapcTBeHHasi MEAUITMHCKAs akagemusi Poc3apaBay;

ApyTtionsin Kapuna AJiekcaHIpoBHAa - K.M.H., aCCUCTEHT Kadeapbl ACTCKUX OOJe3HEH
I'OY BIIO «AMypckasi rocyaapcTBEHHAs MEIUIIMHCKas akagaemus Poc3npaBay;

PomannoBa Enena bopucoBHa — n.M.H., 3aBenyromas kadenpoit neauatpun ['OY BIIO
«AMypcKas rocyJapCTBEHHas MeUIIMHCKas akagemust Poc3apaBay.

Jlucrnasus COeMHUTENIPHON TKaHU Y JIeTeH U MOJIPOCTKOB Y ueOHOe mocooue.
— bnarosenienck: 2010.

Hactosimee mocoOue TMOCBSIMIEHO OJHOW M3  aKTyalbHBIX TIpoOJieM
COBPEMCHHOW TIEUATPUHA - JHWCIUIA3MM COCIWHUTEIBLHOW TKaHU. AKTYaJIbHOCTH
BbIOpaHHOW TeMBI OOYCJIOBIIEHA YyBEIWYCHHEM 4YHUCJAa CIydaeB JAUCIUIA3UH
COCTMHUTENHFHOW TKaHW, HAOTIOJAIOMIMMCS B IIOCIIEHEE BpPEMs, 4YTO CBSI3aHO C
POCTOM IMAaTOTCHHBIX BO3JCHCTBUH, MMEIOIIMX MECTO B OHTOreHesze. KimHudeckas
3HAYMMOCTh CHHApPOMA AWCIUIa3UU COCIWHUTEIBLHOW TKaHW CBsA3aHa C TEM, 4YTO
HapsaAy C BHCIIHUMHU  (ECHOTHIMYCCKUMH TPH3HAKAMH, OH TPOSBISCTCS
JTUCIUTACTHYECKUMH M3MEHECHUSMH COCTUHUTEIIPHOW TKAHW OJTHOTO WJIM HECKOJBKHX
BHYTPCHHHX OPraHoOB, COIPOBOXJAIONIMMUCA WX AuchyHKOHer. B mocobun
OCBCIIICHBI Pa3JIMYHbIC BapUaHThl HeaU(PEPEHIMPOBAHHBIX AUCIUIA3UH (ITpoJiarc
MUTPAJBHOTO KJIallaHa W JpYyrue Majble aHOMaJ WM CEepJIa, TPaxeoOpOHXHAIbHAs
JTUCKUHE3MS, BUCIEPOITO3, THIEPMOOMIBLHOCTh CYCTaBOB, nedopmaiuud TpymaHOU
KIIETKH, «CJIa00CTh» CBS30YHOIO ammapara CTOIbI W MO3BOHOYHHKA) U PSII JPYTUX
pacrpocTpaHeHHbIX u3MeHeHuil. Oco0oe BHHMMaHUE OOpaIIeHO OCOOCHHOCTIM
TEUCHUS PA3JIMYHBIX 3a00JIeBaHWK Ha (OHE IUCIIA3UHM COCIMHUTEIBLHOW TKAaHM.
JlaHHOE TOCOOME COOTBETCTBYET CTaHAAPTY MOCIEBY30BCKOW MpOQeCCHOHATBHON
MEPETIOTOTOBKK 10  crnernuaibHocTH  «llemuarpusi». BeimonmHeHBI TpeOOBaHMUS,
MPEIBSBISIEMbIC K KAUSCTBY YUCOHOU JTUTEPATYPHI.
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BBEJIEHUE

3a moclieiHee JECATUIICTUE COEAWHUTEILHOTKAHHBIC NUCIUIA3UU Yy JIeTeH
MPUBJIEKAIOT K ce0e MPUCTaJbHOE BHUMAHHUE Bpadyeil pa3IudHBIX CIECIHATbLHOCTEN —
KapJuoJIOrOB,  NYJIbMOHOJOTOB,  IEAUATPOB,  TAaCTPOIHTEPOJIOrOB,  Bpayew
yIbTPa3BYKOBOM  JUArHOCTUKM.  ODTO  CBSI3aHO  KaK C  YBEJIMYCHUEM
pacpOCTPAHEHHOCTH W YJYYIIEHUEM JUAarHOCTUKH IUCIIa3UM COETUHUTEIbHOU
TKaHU B TIOMYJISILIMK, TAK U C PUCKOM Pa3BUTHS BO3MOXHBIX OCJIOKHEHUH.

HenuddepenuupoBanaple  IHUCIUIA3UU  COCIMHUTEIBHOM TKaHHM — O3TO
TEHETUYECKH TeTePOreHHasl TPYINa, KOTOpas CIY>KUT OCHOBOW (HOpPMHUPOBAHUS
Pa3IMUHBIX XPOHMUYECKUX 3a0osieBaHW. OTrpOMHOE YHMCIIO 3BEHBEB, COCTABIISIOIIUX
CHUCTEMY COEIMHMUTEIBLHOW TKAHHM, KaXIO0€ U3 KOTOPBIX KOHTPOJIUPYETCS T€HAMHU U
MOKE€T HMMETh T€HETUYECKOE IOBPEXKACHUE, CO3AAET YCIOBHUS ISl TE€HETUYECKOU
TE€TEPOreHHOCTH aHOMAJMK pa3BUTHUS U 3a00J€BaHUM, MPOTEKAIOIIUX C MOPAKECHUEM
COCIMHUTEIbHON TKAHU.

Otmeuaercs CBSI3b TUCIUIA3UU COEJIMHUTEIBbHOM TKaHU C
KapJIUOPECTIUPATOPHBIMU CUHJIPOMAaMH, 3a00JI€BaHUSIMU OPTaHOB MOYEBON CHUCTEMBI,
KEITyT0YHO-KUILIEYHOT O TpaKTa, HOCOTJIOTKH, OpoHXUaTBLHON acTMOM,
BEreTOCOCYIMCTOM aucToHMed. HecmoTpsi Ha pacTymmuii uHTEpec K Mpodieme
JTUCIIJIA3UM  COCIMHMUTENIPHOM TKaHM U OOJIbIIOE  KOJWYECTBO  HAy4YHO-
HCCIIeIOBATEILCKUX PabOT Ha 3Ty TeMy, JO CHX IOpP HET €IMHOr0 MHEHHs O
KJaccupuKalMyu JTUCIJIAa3MM  COCAMHUTEILHONM TKAaHW U CBS3aHHOW C HEH
TEPMUHOJIOTUEH, TUCKYTaOEIbHBI TIPEACTABICHUS Pa3HBIX HAYYHBIX IIKOJ O T'EHE3e
JIMCIUIACTUKO3aBUCUMBIX M3MEHEHUN, HYXJAIOTCd B YTOUHEHHUHM BOIMPOCHI BEICHUS
3THUX OONBHBIX.

B cBsi3u C BBIIEU3I0KEHHBIM TTOTPEOOBATIOCH CO3/IaHUE JAHHOTO y4eOHOIO
MocoOusl ¢ yKa3aHWEM pa3HbIX MHEHHH MO JaHHOW mpobiieme. OHO MOCBSIIEHO
npo0JieMe COeAUHUTEILHOTKAHHOW JTUCIIIA3UHM y JETeH M MOAPOCTKOB U POJIM ATOM
MaToJIOTUM B  Pa3BUTUU  3a00JICBAaHUNU CEPACUYHO-COCYAMCTOM, JBIXaTEIbHOM,

MOquBIHCHHTeHBHOﬁ, HMMYHHOﬁ n Apyrux CHUCTECM OpraHu3Ma. PaCCMOTpeHBI



MOp(i)OJIOFI/ILICCKI/IC ACIICKTBI PAa3BUTHA ATOM I1aTOJIOT'HH, KJ'IaCCI/I(l)I/IKaLII/ISI, a TaK XK€
KJIMHHUYECKHE OCOOCHHOCTH TCUECHHUS HCKOTOPBIX 336OHCB3HI/II71, MMPOTCKAOIINX Ha

(1)OHC JAUCITIIa3uH COCI[HHHTCJIBHOﬁ TKaHU B ICTCKOM BO3pacCTc.

COEAUHUTEJIbHAA TKAHb — CTPYKTYPA U ®YHKIIMN

CoengunutenbHass TkaHb (CT) mnpeacTaBiasieT CI0KHO OpPraHU30BaHHYIO
CUCTEMY OpraHU3Ma C OY€Hb OTPOMHBIM KOJIMYECTBOM 3BEHBEB, KaXkKI0€ U3 KOTOPHIX
KOHTPOJUpPYETCA OTpeIeICHHBIMU reHamH. SABnsisich BayKHEHIEH
CTPYKTYpOOOpa3yrolieil TKaHbl0 OpraHm3mMa — OHa cocTraBisieT okono 50% Bcei
maccel Tena. CT oOpasyerT oOmopHbli Kapkac, Hapy>KHbIE TOKpPOBBI, a TaK e
dbopmupyeT ¢ KpoBbI0O U JUM(GON BHYTPEHHIOIO Cpely OpraHuM3ma, y4yacTBYS B
PEryISIMU METaOOTUYECKUX U TPOPUUECKUX TPOLIECCOB.

B cucremy coenuHuTENbHOM TKaHUM OOBEOUHSIOTCS BEChbMa pas3HbIe IO
CTPOEHUIO U MpeAHA3HAYEHUIO TKaHU (COOCTBEHHO COEMHUTENbHAS TKaHb, )KUPOBas
TKaHb, KPOBb W JuM(a, TrIajKue MbIIIIbI, KOCTHAS W XpsllieBas TKaHb), KOTOPHIE
CO3/al0T BCE TO, YTO Ha3bIBACTCS BHYTPEHHEH cpejioif opranusma.

OCHOBHBIMHM DJIEMEHTAMU COEIUHUTENIbHOW TKAHU SBISIOTCA KJIETOYHBIE
AJIIEMEHTBl U 3KCTPALCIUTIONSPHBIM MAaTPUKC, COCTOSIIIMA U3 BOJIOKOH M OCHOBHOI'O
BemiectBa. Kierounsle »snementl CT mnpencraBieHsl (uOpobmactamMu M HX
Pa3HOBUIHOCTIIMU (octeobiactamu, XOHJPOLUTAMH, OJIoHTOOIacTamu,
KepaTtoOnactamu), Makpodaramu (TUCTHUOIUTAMU) U  TYYHBIMU  KJIETKaMHU
(;madporutamu). B 0OBIYHBIX YCTOBUSX (B HOpPME) B COOCTBEHHO COCIUHHUTEIIHHOM
TKaHU OCHOBHBIMU KJIETKaMU SIBISIOTCS (uOpoOiacThl, cocrapistonme okono 50%
KJIETOYHBIX  3JEMEHTOB U  Makpodarn — THUCTHOLUMTBHI, COCTaBJISIOLINE
npubnuszurenbHo  35%, KoTopble paboTalOT B AHTArOHUCTHUYECKOM  mape.
OubpobIaCTH CUHTE3UPYIOT BCE KOMIIOHEHTHI COETMHUTENbHOTKAHHOIO MaTpHUKCa —
KOJUIareH, 3JacTHH, TJIMKOMPOTEH]IbI, MPOTEOINIMKaHbl. ['MCTHOIUTHI CHOCOOHBI K
ceKkpeuuu (QPEepMEeHTOB, JIM3UPYIOIIUX Kak amopdHble, Tak U GUOPHILISIpHBIC
KOMITOHEHTHI B MHTEPCTHUIIMH, & TAKXKE K HJIOLUUTO3Y €ro pa3pylIeHHbIX (PparMeHTOB

U ACTPAHYINPYHONIUX KICTOK ITIAPCHXUMBI.



DKCTpAaIlEeJUTIOISPHBIN MaTPUKC MPECTABICH BOJIOKHAMH TPEX THUIIOB: COCTOUT
13 14 TUIOB KOJUIAr€HOBBIX, PETUKYJISIPHBIX U AJUIACTUHOBBIX BOJIOKOH, SIBJISFOIIIUXCS
OCHOBHBIMHU CTPYKTYypHBIMH 37ieMeHTaMu BoJiokHucTOM CT u CT co cnenuanbHbIMU
ceoiictBamu. Bosnoknuctras CT mo cTeneHM pa3BUTHS BOJOKOH B MEXKIECTOUHOM
BEILIECTBE MOXET ObITH PhIXJION U MIOTHOU. Prixias CT BcTpedaeTcsi MpakTUYECKU
BO BCEM OpraHu3Me B BHJIE TOHKOW MPOCIOHKH MEXIy coceaqHuMH opranamu. OHa
COCTaBJISIET CTPOMY OPTaHOB, OKPYXaeT CHApYy>KHU KPOBEHOCHBIE COCYIbI, HEPBHI,
MBIIIIBEI, paciiuu U MHorue apyrue cTpyktypel. IlnotHas CT umeer pasinudHbie
CTPYKTYpHO-(DYHKITMOHAJIbHBIE OCOOCHHOCTH M TOJApa3AeisIeTCs Ha JBa THIIA:
HeodopmieHnyto u odopmieHnnyw. Ilnornas odopmiennas BosokHuctas CT
o0JlajaeT 3HAYMTEIIBHOM MPOYHOCTHIO W COCTABISET CBSI3KH, CYXOXKWIHS, (aciuu
opraHoB, ¢puopo3Hbie MemMOpanbl. [lnotHas HeopopmiienHas CT Takke oTIUYaETCS
MIPOYHOCTHIO M YYaCTBYET B OOpa30BaHUU CETYATOTO CIIOS JEPMbI, HAAKOCTHHUIIBI U
HagxpsmHUIbl. CT co crnenuasbHBIMM CBOMCTBAMU TIPEACTABIICHA CIU3UCTOM,
KUPOBOM W PETUKYISIPHOM TKAHAMHU M COCTaBJISI€T OCHOBY CHHOBHUAIBHBIX H
CIIM3UCTHIX 000JI0YEK, ACHTUHA, SMaJH, MYJbIbI 3yOOB, CKIEp, CTEKJIIOBUIHOTO Tejia
ry1a3a, 6a3aJbHOM MEMOpPaHBI COCYIOB M DMUTEIHS, CUCTEMbl HEUPOTJIUH.

YuupepcasibHOCTE CT BO MHOroM OOBSCHSAETCS CBOMCTBAMU KOJUIareHa,
SIBJIIOIIETOCS €€ OCHOBHBIM 3jieMeHTOM. B mcciaenoBannu Schumacher H. R., 1993
ObUTM BBISIBJICHBI OTJIMYMSI THUIIOB KOJUIareHa Jpyr OT Jpyra MO COCTaRBy,
MPEUMYIIIECTBEHHOMY PAaCIlOJIOKCHHI0O B OpraHax W TKaHSIX W HCTOYHHKY
dbopmupoBanusa. HHauBuayanbHas MOJIEKyJIa KoOJular€Ha COCTOMT U3 TPEX
CIIMPAJIM30BaHHBIX TOJIMIENTUIHBIX IENel, Ha3bIBaeMbIX ajb(da-1ensiMu, KOTOPhIC
CKpYYEeHBI MEXay co00i B oJHy o0yt cnupaib. Kaxaas anbda-1ens cCoOIep>KUT B
cpeaaeM okojio 1000 aMMHOKHUCIOTHBIX OCTAaTKOB. CJIOKHOE CTPOEHHME KOJIareHa
XapaKTEepU3yeTcsl YepeloBaHUEM MOJIEKYJl TpOJIMHA, TIWIMHA, JHU3WHA, a TakKKe
CYILIECTBOBAHUEM CBONCTBEHHBIX KOJIJIAar€HYy THIPOKCWIBHBIX (OpPM — JIM3WHA H
nmpojivHa (OKCWJIM3UHA U OKcurposiHa). COOTHOIIGHHE MEXAYy COoJepKaHueM

KOJUIarcHa pasjm4HOTO THUIIa B OPraHHU3MC B ICJIOM MU B OTHACIIBHBIX €TI0 OpraHax U



CUCTEMaX MEHSETCS B TEUCHUE )KU3HU U XapaKTepU3yeT PU3N0IOTHYECKUE MTPOLIECCHI
Pa3BUTHS U CTAPEHUSI OpraHu3Ma.

Kpome THUNMYHBIX KOJIJJAar€HOBBIX BOJIOKOH B CTPOME pslla OpraHoB
(mumoysznel, cene3éHka, JIETKUE, COCYIbl, COCOYKOBBIM CIIOW JI€PMBI, CIU3UCTON
000JIOUKH, TMEeYeHb, MOYKH, MOJKEIYJO4YHas >Keje3a U JIp.) BCTPEHaloTCs JApyrue
BOJIOKHa, BriepBbie o0o3HaueHHble C. Kyndepom (1879 r.) kak petukymnspusie. B ux
OCHOBE JIEKUT 0COOBbIN O€NIOK — PETUKYIUH. PeTUKysipHbIe BOJIOKHA OTIUYAIOTCS OT
KOJUIAr€HOBBIX MEHBIIEH TOJIIMHOW, BETBUCTOCTBIO M aHACTAMO3UPOBAHUEM C
0o0pa30BaHUEM CETU BOJIOKOH, OCOOCHHO B TMM(OY3JIax U Celie3EHKE.

Onactuueckue BoOJOKHA Yyxe Oonee 100 neTr mpuBIEKalOT BHUMAHHE
uccienoBaresei, 4To 00yCIOBICHO UX 3HAYCHHEM B pealn3alud OMOMEXaHUYECKHUX
GyHKUMA psia OPraHoB, OCOOEHHOCTSIMU XMMHYECKOTO COCTaBa M TUHKTOPUAIbHBIX
CBOICTB, CcHEelU(UYHOCTHIO M3MEHEHMH MpU NaTOJOTMYECKHX Ipoueccax. boiee
90% macchl 371aCTUYECKUX BOJIOKOH COCTABIISIET OEJIOK - 3JTaCTUH. AMUHOKHUCIOTHBIN
COCTaB 3JIaCTHMHA MOJHOCThIO COOTBETCTBYET €ro OMOMEXaHMYeCKOoW (YHKIMH —
00€eCIeYeHUI0 CIOCOOHOCTH 3JaCTHYECKUX TKaHEH K 3HAYUTENbHBIM IO 00BEMY
oOpatuMbIM  JepopmanusiM, T.€. 007aAaTh BBIPAKEHHOW pPACTIKUMOCTBIO C
MOCJIETYIOIIUM BOCCTAHOBIIEHUEM MCXOJHOTO COCTOSTHUSI.

[IpocTpaHCTBO MEX 1Y BOJIOKHAMU 3aMOTHEHO KOMILIEKCAMU MOJIMCAXapUJIOB, -
[NIMKO3aMUHOTJIMKAHAMM M MX COCAMHEHUSIMU C OelKaMu, - NPOTEOTJIMKaHaMH U
rikonporenHamMu. OHu oOecneunBaroT Tpoduueckyro ¢ynkuuio CT, npuHUMalOT
ydyacThe B IIpolleccax pereHepaluu M pocTa TKaHed, BOCHAJICHWM, 3allUTHBIX
peakIusixX opraHusma, B npoiiecce pudpuorenesa.

bnarogapss BBICOKOYNOPSIOYEHHONW HAJAMOJEKYJISIPHOM OpraHu3alud U
YHUKAJIbHBIM CBOMCTBAM OT/AEJIbHBIX KOMIIOHEHTOB MAaTpUKCAa U  KJIETOYHBIX
anemeHToB, CT peanusyeT cBoM CIOXKHbIE U MHOTOOOpa3Hble (hYyHKIIUU.

OYHKINU COCTUHUTEIBHON TKAHU:
OMoMeXaHHYCCKas;
Tpoduueckas;

OapbepHas;



rlacTHYecKasi;
Mop@oreHeTnyecKas.

buomexanuueckas ¢GyHKuMsS (OMOpPHO-KapKacHas) — OJHA W3 BaKHEUIIUX
¢byHkuuid. OT0 Kapkac Tena (KOCTH), BHYTPEHHUX OpPraHoB (CTpOMa), MBIIIIL
(bacuum), cocynoB (KOJUIAr€HOBBIM WJIM KOJUIAr€HOBO-3JIaCTUYECKUN OCTOB),
OTIEIbHBIX KIETOK (peTukyisipHble BosiokHa). CpoiictBa CT, mno3Bosstomue
BBITIOJIHATD OMOPHO-MEXAaHUYECKYI0 (YHKIIHMIO, 00ECIeUnBAIOTC KaK KIETOYHBIMU
JJIeMEHTaMH, Tak W MexkineTrouHbiM BemectBoM CT. ITlpu 3TOM BO3MOXKHOCTH
MPOSBIICHUS KaXI0T0 CBOMCTBA IyOJIUPYETCs] HECKOJIBKUMU DIIEMEHTAMM.

Tpoduueckas (metabonuyeckas) pyHkuus onpenensiercs tem, uyro CT BmecTe
C KpOBEHOCHBIMM U  JUM(pATUYECKUMH COCyJaMu  OOecleyrMBaeT TKaHU
MUTATENbHBIMUA BEIIECTBAMHU M DJIMMUHUPYET MPOAYKThl Merabomu3ma. [lpu stom
COCyAMCTasi MPOHUIAEMOCTh, (DUIIbTPAIUSl ONPEIEISIIOTCS B OCHOBHOM COCTOSIHUEM
MPOTEOTJIMKAHOB W TJIMKOMPOTEHMHOB, TOT/Aa KaK MPOHULIAEMOCTh U METaboIM3M
perynupyior  ¢akrtopsl  cekpktupyemble kierkamu CT —  maGpomuramu,
Makpodaramu, TMMQPOIUTaMH, PUOPOKIACTAMHU.

bapeepnas  (3amuTHasg)  QyHKOUS ~ SBISETCS  MHOTOKOMIIOHEHTHOM.
Peanusyercs:

1) B co3maHud MexXaHWYeCKUX OaphepoB: opraHumsma (Koka), OpraHoOB
(Karcysbl, Cepo3HbIC 000JIOUKH ), TAPEHXUMATO3HBIX OPTaHOB (CTpOMA);

2) B Hecneuuduueckot 3amurte (Parommro3d c momomisio kiaeTok CT,
Oakrepunanbie cBoiictBa CT, mpex/ie Bcero rimKo3aMUHOTIIMKAHOB);

3) B UMMYHHOM OTBETE, OCYIIECTBIsIeMOM Makpodaramu, aUMEGOIUTAMU U
M1a3MaTUYECKUMHU KIIETKaMU.

3amutHas ¢ynkuuss CT spko mnpeacTaBieHa MpU NAaTOJIOTUU B BUJE
BOCHAJICHMsI, OpraHu3allM, WHKancyiaupoBanus. B 3amwutHoit ¢ynkuun CT
Y4acCTBYIOT BCe €€ KIETOYHbIC FIEMEHTHI U MEKKJIETOUHbIE KOMITOHEHTHI.

[Inactuueckass  (pemapatuBHasi) (QYHKIOUS  MOPOSIBISETCS  HE  TOJIBKO
(Gu3HONIOrNYeCKOM, HO U pernapaTUBHON pereHepanueil, B 3aKUBJICHUU paH,

opraHu3aluu O049aroB HCKpPO3d, PCBACKYIIAPU3AITNH TpOM6OB n T.A. OCYHICCTBJ'ICHI/IC
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TOW (PYHKIIMM BO3MOXKHO Orarogapsi BBICOKOM NpoiudepaTUBHON aKTUBHOCTU
kietok CT, ocoboe 3HaueHHE HMEET B3aUMOJEWUCTBHE MEXIYy MakpodaramMu Hu
¢budpobdiacramu, ¢ubpobdacTaMu U KOJJIAT€HOBBIMU BOJIOKHAMH, C KOTOPBHIMH
CBsi3aHa ayToperysius penapatuBHoro pocra CT.

Mopdorenernueckast (CTpyKTypHO-0Opa3zoBarenbHas) (YHKIUS MPOSBISIETCS
Kak B 5MOpHOHAJIBHOM MEpUOJE, TaK U B IMOCTHATAJIHHOM pa3BUTUH, Onaropaps
PETYIHMPYIOUIEMY BIHUSHUIO KOJJIareHa W TJIMKO3aMUHOTIMKAHOB, MO MPHUHIIUITY
OOpaTHON CBSI3M, Ha Pa3MHOXXCHHE COCAMHUTEIHPHOTKAHHBIX MBIIMICYHBIX U
AMUTENHUATBHBIX KJIETOK. Ha mpoTspkeHHM BCero OHTOreHe3a MPOUCXOAUT CMEHA
cocTaBa KoJllareHa, MoJu(UKaIus KOJUIareHOBbIX U OEJTKOBO-YTJI€BOJHBIX CTPYKTYD,
M3MEHEHHE KJIETOYHOIo cocTaBa M MHTeHcUBHOCTU oOMmeHa CT, 4to mposiBisiercs
M3MEHEHHEM CTpOeHUs U (hOPMBbI TKAHEH U OPraHOB.

Takxum o6pazom, CT npeacTaBisieT OO0 CIOXKHYIO UHTETPATUBHYIO CUCTEMY,
BBITIOJIHAIONIYI0O ~ MHOrooOpa3Hble (YHKIMM B OpraHu3Me, CBOJSIIMECS K
MOJJICP>)KaHNI0 TKaHeBoro romeoctasza. B 1928 roay mpodeccop A.A. boromoren
BbICKa3aJl Tpenmnonoxkenue, uyro uMeHHo CT mnpeacraBiseT HampapIsoIIee,
dbopMaTHUBHOE HAyajgo, KKOPEHb YeJIOBEKa» U MPEJONpPEEsieT COCTOSHUE 30POBbS
1 OOJIC3HHU.

B pesynbraTe yHUBEpPCANIbHOCTH MPAKTHYECKH MPU BCEX MATOJIOTHYECKUX
mpoleccax BBIABIAIOTCS Ooyiee WIM MEHee BbIpakeHHble Mopdoaoruyeckue
n3meHenus: CT. BpoxxaéHHble W/WiM HaclneACTBEHHBbIE Ne(EeKThl COCAUHUTEIbHON
TKaHH CIOCOOHBI TPHBECTH K HAPYIICHUSM >KM3HCHHO BAXHBIX QYHKIUH, B
OCYIIECTBJICHUH KOTOphIX MpuHuUMaeT ydactue CT M NpOsBIAIOTCS HapylUIEHUEM

IMpoLeCCOB aJgallTallnuu.

CHUHJIPOM JIVCITJIAZUU COEJIMHUTEJILHOU TKAHU
Cunnpom coenunutenbHoTkanHOM nucmiazuu (CT) obbenunser O0NblIyiO
Ipynny HacleICTBEHHbIX 3a00JIeBaHUM, B OCHOBE KOTOPBIX JISKUT AHOMANUs WIIU
HEJOCTaTOK CHHTE3a KOJUJIareHa, NPUBOJAIIMX K HEMOJHOUEHHOCTH CBSI30YHOIO

ariapara, KjialaHOB M XOopd CCpala, KOXKH, CKEIICTA, COCYHHCTOﬁ CTCHKHU M JPYIruX
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CTpOMaJbHBIX OOpa3oBaHUW, YACTO COYETAIOUIMXCS C  HEMOJHOLEHHOCTHIO
KPOBETBOPEHMS, UIMMYHUTETA U F'€MOCTa3a.

B mnacrosmee Bpemss Her oOwmenpunsaTo kinaccupukanuu CTJ, uyto
00BsiICHAETCSI MHOrooOpa3ueM ee GpopM U MposiBJeHUN. B ocHOBE marosoruu jexar
Hapymenuss B cucreme CT, Bo3HUKaiolmue B TMEpUOA AMOPUOHAIBHOTO U
NOCTAIMOPUOHANIBHOTO  pa3BUTHs 4enoBeka. OHM MOryT ObITb OTrpaHUYECHBI
M3MEHEHHUSIMU OpPraHOB B Mpejesiax OJHOM cUCTeMbl (KOCTH, CEPJILle, CUCTEMA KPOBH
U T.J.) JTUOO CcOYeTaTbCsd C MU3MEHEHHUSIMU B Pa3HBIX TKaHSAX W OpraHax, 4ro, U
ONpeEAeT KIMHUYECKYIO CUMIITOMATHKY.

Cpenun Bcex ¢dopm CTJl Beizensitor OOJE3HM C JAOCTATOYHO YETKOU
KIIMHUYeCKON kapTuHO# (okono 200) - ato cunapombl Mapdana, Dnepca-/laninoca,
HECOBEPLICHHBI OCTEOr€HE3, NHUCIUIACTUYECKUNA CKOJINO03, CHUHIPOM OTCYTCTBUS
nyuyeBoit koctu (TAP-cunapom), Mo3KeuKOBasi aTaKCUSI-TeNICAHTUIKTa3Usl (CUHIPOM
Jlyu-bap) u npyrue.

OcHOBY KJIacCU(PUKALMOHHON KOHUENIMU HACJIEACTBEHHOW JUCIUIa3uu
COEIMHUTEIBHO TKAHU COCTABIISIIOT CIEAYIOIINE KPUTEpUH, NpeasiokeHHbie B.M.
SxoBneBbIM U coaBT. (2004):

TE€HETUYECKAs JETEPMEHUPOBAHHOCTb;

CUCTEMHOE U TUIIOJIOTMYECKOE TKaHEBOE 0OOCHOBAHMUE;

COCIMHUTEIbHOTKAHHbIE AE(EKThl CTPYKTYPHOTO U (POopMOOOPa3yIOLIEro pa3BUTHUS
TKaHEN, OPraHOB U CUCTEM B OHTOT€HE3E;

(beHOTUNNYECKUE KPUTEPUHU U KIMHUYECKUE MPOSIBICHHUS, OTPaKalOUIUe CTPYKTYPHO-
(YHKUIHMOHAIBHOE HECOBEPIICHCTBO PA3BUTHS PBHIXJION U TBEPAOW COEAMHHUTEIIHHOU
TKaHU;

MPOTPEUEHTHOCTh  TEYEHUST WM CBSI3aHHasi C  HEW  CTENEHb  TSHKECTH
JIUCIUIACTUKO3aBUCUMBIX  HapyHIeHUH  (QyHKUIUU OpPraHOB U CHUCTEM,
00yCJIOBIMBAIOIIMX Ka4Y€CTBO KU3HU U MPOTHO3;

HACJIE/JICTBEHHBIE  CTPYKTYpHO-QYHKIMOHAIbHBIE HAPYLIEHUS COEAUHUTEIbHON
TKaHU SIBISIOTCS (DOHOBOM OCHOBOM, 00sajaromield BBICOKOM CTENEHbIO pPHUCKA

BO3HUKHOBCHMUA aCCOLIPII/IpOBaHHOﬁ I1aTOJIOTHUH.
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B ctpyktype nuarnosza npu auddepeHurpoBaHHON AUCIUIA3UU COCIUHUTEIbHON
TKAaHU OTPaKaeTCs HAMMEHOBAaHHWE HO30JIOTMYECKOM (OpPMBI, TEHOTUIl WM
MYTaHTHBIA (PEPMEHT, TUIT HACIEAOBAHUS U XapaKTep TeueHus 3a001eBaHus, a TAKKe
HaJIM4YKe OCJIOXKHEHUN U COMYTCTBYIOLIMX 3a00JI€BaHUIA.

Cunnpom Mapdana — TunuyHas ayTOCOMHO-TOMUHAHTHAs 00JIE3Hb C BBICOKOM
IIEHEHTPAHTHOCTBHIO U BBIPAKEHHOW KIMHHUYECKOM 3KCIIPECCUBHOCThIO. HacTtoTa B
nonyJsiiuu cocrasiser 1:10000 - 1:15000, cooTHomeHne My»X4uH U KeHIIUH 1:1.
AMepukaHckuil npe3uneHT ABpaam JImHKOJBH, kKoMno3uTop IlaraHuHM W MHOTHE
M3BECTHBIE aTJIEThl CTpajaaiu cuHapomMoM Mapdana. B ocHoBe 00J€3HU JIEXKUT
HEJI0CTaTOYHOCTh INIMKOMPOTENHA BHEKIIETOYHOI'O MaTpukaca — GUOpUILTHHA.

B tunuunom cnydae cuHinpom Mapdana mnpeacTaBisieT coboi codeTaHue
XapaKTepHbIX HM3MEHEHUN OMOPHO-IBUraTEIBLHOrO ammapata (BBICOKHMH pOCT MpU
BBIDA)KEHHOM  Jlepuiure  Macchl  Tena, JAOJUXOIUIACTHYECKUH  MOpgoTHI,
apaxHOJAKTWJIMS KUCTEW M CTOM, BOPOHKOOOpa3Has WM KWIEBHIHAs JIedopmanus
IPYAHON KIIETKH, Y3KUH JIMIIEBOM CKEJET, «rOTHYecKoe» HeOO, MIIOCKOCTOINE), T1a3
(BBIBUX W TMOJBBIBUX XPYCTaJUKOB) M CEPJACYHO-COCYIUCTOM CHUCTEMBbI (IIpoJiarc
MUTPAJILHOTO KJIallaHa, aHeBpu3Ma aopThl). [l CKpUHMHTOBOM JAHArHOCTHKU
cugapoma Mapdana cumraercs HMHPOPMATUBHBIM Psi AHTPOINOMETPUUYECKHUX
MoKa3zaTesiel — MPEeBBIIICHUE pa3Maxa pyk Haja poctoM 6osee 5 oM, mmHa Il naneia
kuctu He MeHee 10 cM. [ mocTaHOBKM AMAarHo3a He0OXOAMMO HaIHM4YMe MUHUMYM
OJIHOTO M3 OCHOBBIHX CHMITOMOB 3a00JieBaHUS (BBIBUX XPYCTaJIMKOB, aHEBpHU3Ma
aopThl, JOJIMXOCTEHOMUIUS, JAePOopMalMd TPYAUHBL, KH(POCKOINO3) U JABYX
JOTIOTHUTENbHBIX (MHUOMNUSA, MPOJANC MUTPAIBHOTO KianaHa, apaxXHOMAKTHIIMS,
TUIEPHOABUKHOCTG  CYCTAaBOB,  BBICOKMM  pOCT,  IUIOCKOCTONHWE,  CTPHH,
ITHEBMOTOPAKC).

OnekTpokapauorpapuueckue HM3MEHEHHUsS HeCHeU(PUUYHBI U MPOSIBISIOTCS
YMEPEHHbBIMU MpU3HAKAMU THUNEPTPOPUU MHUOKapAa JIEBOrO HKENyJodka u
npeacepausi, HapyUIeHUsIMUA PEMNoJIIpU3allii B BUJIE YIUIOUIEHUSI U MHBEPCUH 3yOlia
T B neBbix oOTBeneHMSAX. YacTo  BBIABIAIOTCA  Pa3jW4yHblE  HAPYLIECHUS

BHYTpI/I)KCJIYI[O"IKOBOﬁ IMPpOBOANMOCTH, 0COOEHHO HEMOJIHBIE 6JIOK8,):[BI JIEBOM HOXKKH
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nyuka ['mca, cunapom WPW, cungpom ynnuneHHoro uHtepBasnia Q-T na OKIT,
GbuOUpUILIAIINS IPEICEPIUN.

PeHTreHonornueckn 4acTo BBISABISIETCS THIOIUIA3UPOBAHHOE, «KANEIbHOE»
CEpALE U AWIATUPOBAHHAS BOCXOSIIAs YaCTh AOPTHI.

[Iporno3 npu cungpome Mapdana o0blyHO HeOmaronpusTHbIA. CpemHsis
MPOJIOJKUTENBHOCTD KM3HU MIpU cuHApoMe Mapdana cocrasisier 45 ner. OCHOBHOU
MIPUYMHON CMEpPTH SBIIAETCS pPa3pblB aHEBPU3MbI aOpThl. B OCHOBE JaHHOIO
daraibHOrO OCJIOKHEHHUS JIEKUT HECIOCOOHOCTh neheKTHOro
COEIMHUTEIBHOTKAHHOIO KapKaca COCYOUCTOM CTEHKH NPOTHUBOCTOATH TI'PATUECHTY
apTEpUAIBHOTO JTaBICHUS.

Jlist ycTaHOBJEHMsI JHUarHo3a cuHApoMa MapdaHa HCHONB3YIOT KPUTEPHUH
Hozosiorun Ghent, npunatreie B 1996 romy, KOTopble SBIAIOTCS PE3YIbTATOM
nepecMoTpa paHee cymiectBoBaBiux kputepueB (Berlin) ot 1988 roma, kotopsie

npenacrasiieHbl B Tabnune Nel.

Tabnuua 1
Jlnarnoctuueckue npu3Haku cuHapoma Mapdana
Cucrembl I'maBHBIE KpUTEPUU Marneie kpurepun
OpraHoB
CkenertHas Hamnune, mno xpaitnenn wmepe, | Hanuuue IBYX IJIaBHBIX
YETBIPEX u3 CIEAYIOIIUX | IPU3HAKOB, WIn OJIHOTO
MIPU3HAKOB: TJIABHOTO " IBYX u3
HIDKECIIEYIOIIUX:
KWJICBUHAS nedopmanus | BOpoHKooOpaszHas pedopmarius
IPYIHOU KIIETKU IPYIHOU KIIETKU
BOpPOHKOOOpa3Hasi nedopmanus | TUIEPIOABUAKHOCTh CYCTaBOB
ITPYAHON KIETKH, TpeOyromas
XUPYPrU4ECKOro JICUEHHUS
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OTHOIICHHUC JIMHBI BCPXHCTO

CCrMCHTA TCJIa K  HHWXHCMY

<0,86, nnu pasmaxa pyk K pocTy

>1,05

BBICOKOE HeOO H HCPOBHO

pacTylIue 3yobl

CKOJIMO3 (>20°) UM | AMcMopdUM  JTUIIEBOM  4YacTH
CTIOH/IUJIOIUCTES yeperna
OTpaHWYCHHWE  pa3THOaHUs B

J0KTEBOM cyctase (<170°)

IUIOCKOCTOINE
pOTPY3Ust BEPTIYKHOMN
BI1aJTUHBI
Opran BBIBUX XPYCTAIMKOB (PKTOMUS | YIUIOMIEHUE POTOBUIIBI
3peHus XPYCTAJIUKOB)
yBEJIMYCHUE aKCHUAJIbHOTO
pasmMepa  TIJIa3HOTO  s0J0Ka
(MpuYMHA MUOTIHH )
TUNOIJIA3Ud  PALYyKKU  WJIU
HEeIUapHON MBIl (MpUYMHA
CYXKEHUs 3payka)
CepneuHo- JUIIaTalns KOPHS a0PThl IpoJIaIc MHTPAJIBHOTO
cocynucTas KIanaHa
JAWiIaTanys JIETOYHOW apTepuu
II0CJIE COPOKAJIETHETO BO3pacTa
paccioeHHe BOCXOISIICH A0PTHI | kanprudyMKALHs MHTPATBHOTO
KOJIbLIa [IOCJIE COPOKA JIET
AWIATalusl WIH  PacCIOEHUE
MHBIX YYaCTKOB a0PThI
JlpixaTenbHas | HET CIIOHTAHHBIN THEBMOTOPAKC
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[InmeBapu- | HET PELUINBUPYIOIINE TPBIKU

TeIbHAas
[ToxpoBHas HET aTpoUIECKUe CTPUHU
(xoxka)

Trepnas DKTa3us MOSCHUYHO- HET

MO3roBast KpPECTIIOBOTO OT/ea

000104Ka

I'enetnuec- HaJIM4Hne HE3aBUCUMBIX | HET

KHE TIPU3HAKHU | KPUTEPUEB y POAUTENEH, NETei

WiIu cuOCoB

MyTallid, XapakTepHbIE  JJIs
cugapoma Mapdana B reHe

¢ubpmwmHa 1

HAaCJIeI0OBAaHUE MapKEpPHOTO
ramtoruna JIHK, ciemienHoro ¢

cuapomom Map@dana, B cembe

I[JISI BCCX, KpOMC CKEJIETHOU CUCTCMBI, TOCTATOYHBIM YCIIOBHCM CUHUTACTCA

HaJIMYUC OOAHOTI'O I''TaBHOT'O KPHUTCPUA HIIKX OJJHOI'O MAJIOT'O KPUTCPUA.

Knuaundeckuit mpumep O0JBHOTO C HETsHKENnou Gopmoit cuuapoma Mapdana.
B pazbope mon mpencemarenbctBoM wieHa-kopp. PAMH mnpod. B.b. Cumonenko
MPUHUMAJM y4acTUE€ MPEICTABUTENM PA3TUYHBIX MEIUIIMHCKUX CIEIHATIbHOCTEH T.
Mockaa.

BonwHoit b., 18 net, mocTynua B cTallMOHAp C KajJloOaMU Ha TEPUOAUYECKU
JaBslMe B 00JacTU cepiua, OJBIIIKY MpU XoJb0e, cepaleduenue, rojloBHble 00,
TOJIOBOKPYKEHUE, TIOBBIICHHYIO TPEBOXKHOCTbH, MJIOXOW COH, CHUXXEHHE OCTPOTHI
3peHHUs U CiIyXa, IePUOANYECKre 00JIM B TO3BOHOYHHUKE.

B anamue3se ¢ geTcTBa OTMEUEHO CHIKEHHUE CilyXxa Ha 00a yxa u 3peHus. bouia
JIMAarHOCTUPOBAHA HEUPOCEHCOPHAs TYroyXOCTb, MPOTPECCUPYIONIUNA KEPATOKOHYC

oboux rna3. B 15-netHem Bo3pacte B TeueHue 1 roma Beipoc Ha 15 cMm, crtanu
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O0ecrioKouTh 00U B 00JIaCTH Cep/illa IaBsIIero Xapakrepa, OAbllIKa U cepaleOueHme
npu ¢uznueckoil Harpyske. bbul auarHocTupoBaH cuHapoM Mapdana. Ha
MPOTSHKEHUU BCEH JKM3HM OECHOKOST TMOBBIMICHHAs TPEBOKHOCTh, IJIOXOM COH,
cnabocTh, HegoMoranue. HaciieIcTBEeHHOCTh OTATOIIEHA: Y POJIHOTO IS CUHIPOM
Mappana.

[Ipu ocmotpe oOpamaer Ha ceOsi BHUMaHUE ACTEHUYHOE TEJIOCIO0KEHHE,
«TpyIb CamnoXHUKa», cinabo pa3BuUTas MblleyHas Myckynarypa. IIpogonbHoe
miockoctonue I crenenn. Beicokuid poct 192 cm. JlnnHHBIE Nanblbl KUCTEW U CTOI U
uX U30bITOYHASI MOJBUXKHOCTh. Be3bIMSHHBIN Majeln KUCTH OoJblIe yKa3aTelbHOrO,
2-oi manern crombl Ooiblie 1-ro mangpla, MEXAYy HHUMH «CaHAAJIECBUIHAS ILEIbY.
Bricokoe nHeb6o. Ckommo3. Macco-poctoBoii mokazarenb 28,12% (mpu HOpMme 30-
40%).

bonbHOM (ukcupoBaH Ha cBoeM 3abojeBaHWM, OLIyIIEHHSIX. OTMmedaroTcs
CUMIITOMBl BETE€TOCOCYAUCTOW ITUCTOHUM (IIOHUKEHUE apTEepUaIbHOTO J1aBJICHUS,
TUIEPTUAPO3 CIAJOHEH U CTON, CTOMKHUM KpacHBIA JepMorpapusm).

Ha OKI' cunycoBas Taxukapaus ¢ 4aCTOTOW cepAeyHbIX cokpaumieHuid 101 B
MHH. BepTuUKalbHOE TOJIOKEHHUE DJIEKTPUUYECKOM OCH Ccepaua. YKOPOUYEHHE
uatepBasia PQ no 0,11c. Hapymenne npoBoAMMOCTH 1O apBOil HOXKKE Mmyyka [ 'uca.
Oxokapauorpadusi: KOHEUHBIM JUACTONUYECKUM pa3Mep JIEBOTO >Kelyaouka 4 cM,
KOHEYHBIM cHUcTOJMMYecKuil pasmep 2,7 cm, ¢pakuus usrHanus 56%, pasmepsl
MpaBoro >Keaynouka 2,2 cM, JeBoro mnpexacepaus 2,lcm, mpaBoe mpeacepaue
OTHOCHUTEJIBHO YBEIMYEHO 2,9 cM. YMEpPEHHO BBIPAKEHHBIA MPOJAIC IMEPEeIHEN
CTBOPKH MUTPAJIBHOIO KJIallaHa, pErypruTamnus Ha MUTPaJbHOM KianaHe | crerneHu.
[Iposanic CTBOPOK TPUKYCHUAAIBHOTO KjamaHa C peryprutanued [ crenenwu.
HeueTtkass nuddepeHmpoBka CTBOPOK aOpPTAJbHOIO KIamaHa, JABYCTBOpPYATHIN
aopTalbHbld KianaHa. Peryprurtanus Ha jnerouHod aprepuu Il cremenu. KopeHb
aopthl 3 cM (B HOpME 3,7 CM), HE U3MEHEH.

Pentrenorpagusi opraHoB TpygHOM KIETKM: B JIETKUX OYaroBble U
MHOUIBTPATUBHBIE M3MHEHUS HE BbIABICHb. KOpPHHM JIETKUX HE pPACIIUPEHBI,

cTpykTypHble. CHHYCHI TJIEBPATIbHBIX MOJIOCTEH cBOOOHBIE. J(nadparma ¢ 4eTKUMHU
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U poBHBIMM KoHTypamu. Cepaue B pa3Mepax He yBeluyeHo. PeHTrenorpadmus
MO3BOHOYHHUKA OCTEOXOHIPO3 IUCKOB TPYIHBIX MIO3BOHKOB (4-7).

VY3U opraHoB OprOIIHOW MOJIOCTH — IMOYKKM OOBIYHOM (DOPMBI, pa3MEpPOB U
noJiokeHusi. [loIBU’KHOCTH OYeK U30BITOYHAS A0 SMM.

VY3 mMUTOBUAHON MKene3bl — MEJIKHWE KHUCThI MPaBOM JOJM LIUTOBUIHOMU
JKeJe3bl, B IMPaBOM JOJE B BEPXHEM, CPEOHEM M HIKHEM CETMEHTaxX TpH
TUIOAXOTEHHBIX O00pa3oBaHusi MO 2 MM B JAMaMmeTpe, cozjnawomue 3@Qdekr
JUCTaJIbHOTO YCUJIEHHUS.

Knuandeckuit awmarso3: Cunapom Mapdana ¢ mnopaxeHHeM cepaeyHo-
COCYIMCTOM CHCTEMBI: IPOJIAIIC MUTPAJIBHOrO KianmaHa | cremeHu ¢ yMEpeHHOU
peryprutanueid. Murpanus HaJyKeJIyJO4KOBOTO BOJAUTENS PUTMA, NMapOKCU3MaJIbHAsS
CUHYyCOBasl Taxukapaus. XpOHHYECKas cepAeyHas HEJOCTAaTOYHOCTh | CTeneHw.
Hapyiienuss onopHO-ABHUraTelbHOrO anmnapara: JOJIMXOCTEHOMENUS, KHJIEBUIHAS
rpyAHas KJeTKa, OpojojibHoe Iiockoctonue. Hedponroz cmnpasa II crenenw.
XpoHHYeCKH muenoHeppur, pemuccus. PacrnpocTpaHEHHBII  OCTEOXOHAPO3
MTO3BOHOYHUKA. J[MCKMHE3US JKEMYEBBIBOJAIIMUX IMYyTE€H MO THUIOMOTOPHOMY THILY.
OTtnasieHHbIE TOCIEACTBUSL MEPEHECEHHOW TpaBMbl MO3Ta (COTPACEHHE TOJIOBHOTO
Mosra B 1996 romy) B ¢dopme acTEHOBEIe€TaTUBHOIO CHUHJIPOMA M PaCCESTHHOU
OYaroBOM CHUMITOMATUKU. MeNKUe KHCTBI MNapBOM JOJHM UIUTOBUIHOW IKEIJIE3BI.
ITonmxenue ocTpoTsl 3peHusi maporo riaza no 0,1 D, nmesoro — mo 0,04 D
BCJIEACTBUE TMPOrpecCUpYIONIETOKepaTokoHyca oboux riya3. CocTosiHHE TMOCIe
KEpaTOIUIaCTUKU JIEBOTO Trjla3a. XpOHWYECKas JABYCTOPOHHAS HENMPOCEHCOpHas
TYTOYXOCTb.

[IpoBoaumas tepanus: B-6mokaropsl (ananpuiud 40 mr — % Tabnetku 4 pasza B
neHb), uHGy3uoHHas Tepanus (MEKCUAOJN, KAaBUHTOH), BHUTAMHHOTEpanus
(mmwibramma). BozgeiicTBue B-010KkaTOpOB MpU AMUCIUIA3UU COCAMHUTENBHONW TKAHU
HE OrpaHWYMBACTCS JIMIIb YCTPAHEHUEM NPOSBIECHUNA BEreTOAUCTOHUYECKOIO
CUHApOMA. YUacTue CUIIMATUKO-aJPEHAIOBOM CHCTEMbl B KOJJIAreHOOOpa30BaHUU
MO3BOJISIET paccMaTpUBaTh -0JIOKaTOPbl U B KOHTEKCTE MATOr€HETHYECKOM Teparnuu.

B wactHocTH, G10Kana B-agpeHepruueckux peuentopoB GpuOpoOIacCTOB MPUBOIUT K
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CHIDKCHUIO YpOBHS HAM®D, KOTOPBIM HampsIMyl0 KOPPEJIUPYET CO CKOPOCTHIO
BHYTPHUKJIETOYHOTO paclajia BHOBb CHHTE3MPYEMOIo KojulareHa. Takum oOpazom,
JIeYeHHe -6:10kaTopamu MO3BOJISIET KOHTPOJUPOBATH WHTEHCUBHOCTD
BHYTPHUKJIETOYHOTO pacrajia KoJulareHa U TeEM CaMbIM MOBBIIIATh €r0 MPOAYKIIHIO.

[laTorenernueckuM OOOCHOBAaHMEM BUTAMMHOTEPANHHU BBICTYMAET Yy4acTHUE
ATUX BEIIECTB B METAa0OJM3ME COCAMHHUTENIbHOM TKaHU. PocT uemnel kosiareHa u
CO3pPEBaHUE €ro MOJICKYJIbI TPOUCXOMAAT TMOJ| BIUSHUEM (PEPMEHTOB MPOJIUH-U
JU3UITHIPOKCUIA3bl, KO(PAKTOPOM KOTOPBIX SIBISETCS AaCKOpPOMHOBAas KHCIIOTA.
Buramun C ycuiuMBaeT CHHTE3 KOJUIareHa 3a CYeT CTHUMYJSIMU MPOKOJIJIareHOBOU
MPHK.

N3BecTHO OGnaronpusTHOE BO3JIEUCTBHE HAa COCTOSHHME KOJUIareHa M BUTAMUHA
Bs. Ero xodepmentHas gopma mMeeT OTHOILIEHHE K JI€3aMUHUPOBAHUIO JIM3WHA U
OKCWJIM3UHA — aMHOKHCIOT, OOECIEeYMBAIONIMX NPOYHOCTHh IONEPEUHBIX CBs3el
MOJIEKYJIbI KoJitarena. [lox BiusHHMEM BUTaMUHA A NPOUCXOIUT YTOJNILEHUE
KOJJIAr€HOBBIX U AJIACTUYECKUX BOJIOKOH.

Wonbl Kanbiys, Maraus, Kajnus, HaTpUsl BXOAST B COCTAB OCHOBHOT'O BEIIETCBA
COCIMHUTEILHOM TKaHM M YYaTCBYIOT B perymsiiuu ee meradomusma. Cpenu
BO3MOXHBIX MAaTOT€HETUYECKUX MEXAHU3MOB JUCIUIA3UU COCJAMHMUTENbHOM TKaHU
00JpIIOE BHUMAHHUE YAENAIOT Je(ULIUTY HOHOB MarHus. YCTaHOBJIEHO, 4YTO B
YCIOBUSAX MarHheBOW HEJOCTATOYHOCTH HAapyIIaeTcs CIOCOOHOCTh (PudpobdiacToB
MpoaylHUpoBaTh KoyuiareH. [IpeanonaraioT, 4To ne@UUT MarHus B NEPBYIO o4epeb
CKa3bIBaeTCs Ha aKTUBHOCTHU MarHui3aBUCUMON aJICHUIATIUKIIA3BI,
oOecreunBarolel yaaieHue 1e(eKTHOro KojliareHa.

Cunapom Onepca-/lannoca BhepBble ObUT OMKMCAaH OTEUYECTBEHHBIM YUYEHBIM
A.H. YepnoryooBeim B 1891 romy. OOpamano Ha ce0si BHMMaHHE TSXKEI0€
MOpakeHUE KOXKU M CycTaBOB Yy HaOmtomaembix 0onbHBIX. B 1901 rony E. Ehlers, B
1908 rony H. Danlos ormeTwin y npo6aHI0B CKJIOHHOCTh K KpOBOM3IUSHUSIM. B
JanbHEHIlIeM MaTOJOTHs MOJYYWiia Ha3BaHUE MO0 UMEHU 3THUX JIBYX HMCCIIeOBaTENeH.
Cunnmpom Dnepca-Jlannoca wuMeeT pa3HbIi TUI HacienoBaHUsA (ayTOCOMHO-

JIOMUHAHTHBIN, ayTOCOMHO-PEIIECCUBHBIM, X-CIEIMJIECHHBIN), OTIMYACTCS BBICOKOM
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OMOXMMHYECKON M KIMHUYECKOW TE€TePOreHHOCThIO. Tspkenble (GopMbl CHHApOMA
BcTpeuyarorcs penko — 1:100000, nerkue, HEpacno3HaHHbIE, TO-BUIMMOMY, TOpa3io
yamie — 1:5000.

Haunbonee xapakTepHbIMU JUATHOCTUYECKUMU MTPU3HAKAMH CHHApPOMA Jjepca-
Jlannoca sBJsSIOTCS:

M3MEHEHUs KOXKU: TUTIEPAITACTUIHOCTh, MOBBIIIIEHHAs] PAHUMOCTb, PYOILIbI THUIIA
«ManmupyCcHOU OyMaru» Wi KeJIOUIHbIC, CTPUU, TIOJIKOKHBIE Y3EIIKH;

reMOpPparuyeckuii CUHIPOM: JIeTKOe OOpa3oBaHUE CHHSAKOB, CHMIITOM
«IIUTIKaY», KPOBOTOUUBOCTh CIIU3UCTHIX;

TUIIEPMOOMIBHOCTH CYCTaBOB.

C MEHBIIMM TIOCTOSHCTBOM BCTPEYAIOTCS HM3MEHEHUS IPYTUX OPraHoOB H
CHUCTEM: TIOBPEXKACHUS TJia3, OMNOPHO-IBUraTeIbHOIO arfmapara, CepJeyHo-
COCYJIUCTON CUCTEMBI, JKEITyI0UYHO-KUIIIEYHOT'O TPAKTA.

Knuaudeckass kapTuHa BCEX BBIJICJICHHBIX K HACTOSIIEMY BPEMEHH THUIIOB
cuHapoma Onepca-Jlannoca tTunuyHa. 90% Bcex cilydaeB NMPUXOAUTCS HA NEPBbIE 3
TUIA, KOTOpPHIC HACIEAYIOTCS ayTOCOMHO-JOMUHAHTHO. Haubonee TsxkeIbIMU
BapUaHTaMH SIBJISIOTCS: | THUI, MPOTEKAIOUMNA CO CKEJICTHBIMU JehopMalusMHu,
BapUKO3HBIM paclIMpPEeHUEM BEH M MopokaMu cepjaua; [V tum, xapakTepu3yrouunics
aHEeBpU3MaMHM M CTIOHTAHHBIMU pa3pbIBAMH apTEPUid, CKIIOHHOCTHIO K KPOBOTCUCHUSIM
1 VI Tum — co 3710Kka4eCTBEHHOW MAaTOJOTHEH TJ1a3 (CIOHTaHHBIE Pa3pbIBBI IJIa3HOTO
s10J10Ka, OTCIIONKA CeTYaTKH, KPOBOMBJIMSIHUE B IJ1a3HOE SI0JI0KO), MATOJIOTHS CBsi3aHa
C HEJIOCTATOYHOCTBIO JIM3UITHAPOKCHUIIA3HI.

V u IX tunsl cunapoma Dinepca-JlaHinoca BCTpeUaroTcsl TONBKO Y MY>KUHMH. V
Tun (X-CUEIJICHHBIH, PEIECCUBHBIN) OJMUYAIOT TSDKEIbIE BPOXKICHHBIC ITOPOKHU
cepama, a IX — cBoeoOpa3HOe CTpOEHHE JMIIEBOTO CKelieTa (KPIOYKOBATBHIM HOC,
JUIMHHBIN ~ GuibTp), aepopMamuu TpyIWHBI, JIUBEPTHUKYJIbI MOYEBOTO ITy3bIpS,
AK30CTO3bI B oOsiacTu 3aThuiouHOM KocTu. [Ipm VII Tume BBIBUXM M MOJBBIBUXH
Ta300€IPEHHBIX, KOJEHHBIX, TOJEHOCTOIHBIX U JIOKTEBBIX CYCTaBOB COYETAIOTCS C
HU3KUM POCTOM U THUIIOIUIa3ueH cpefHei yacTtu jauna. B ocHoBe reHe3a 3a0oeBaHus

JIC)KUT HCAOCTATOYHOCTDb IPOKOJIIATrCHIICIITUIA3bI. VIII Tun MPOABIICTCA TAXKCIIBIM

20



NEPUOJOHTUTOM C pa3pylICHUEM albBEOJIIPHBIX KOCTEH M paHHEW morepen 3yOoB.
Tskenmast maToJIOTHsT ONOPHO-ABUIaTEIBHOIO amlapara, KoKW U IeMOopparudyeckKue
MpOsBIICHUS NpU X TUIE 00yCNOBIEHBI AePUIUTOM (HUOPOHEKTHHA, HACIEAYEMbIM
ayToCOMHO-penieccuBHO. X[ Tum (ayTOCOMHO-IIOMHUHAHTHBIN) XapakTepusyercs
pa300JITAHHOCTHIO CYCTaBOB IIPU MUHUMAJIbHBIX U3MEHEHMSIX KOXH, TJla3 U JPYTrUX
CUCTEM.

CKpPUHUHTOBBIMU TECTaMH, MO3BOJISIIOIIMMH 3al0A03PUTh CUHAPOM Jiepca-
Jannoca, SBISIFOTCSI CIHOCOOHOCTh JOCTaTh SI3bIKOM KOHYMK HOca M Ipoba Ha
IIOBBILLICHHYIO PACTsKUMOCTh KOXU. [locnenHuii cuuTaeTcss NmOOKUTEIBHBIM, €CIIN
BEJIMYMHA KOKHOW CKJIaJIKK HaJl HAPY>KHBIM KOHIIOM KIJIIOUHIIBI COCTaBIIsIeT Oojee 3
cMm. [ cunapoma Onepca-JlanHnoca XapakTEpHO INPOrPEIUEHTHOE TeueHue. Jletw,
4acTo, POKIAAIOTCS HEJOHOUIEHHBIMU M3-3a «XPYHNKOCTH» OKOJIOIIOAHBIX 000JIOYEK.

HecoBepiiennbslii  octeoreHes -  HacieacTBeHHoe  3a0OoseBanue  CT,
XapakTepusylruieecss  OCTCONCHHMEH,  MHOXXECTBEHHBIMU  II€pelioMaMu  IIpHU
MUHUMaJIBHON TpaBMe. 3aboseBaHHE HAclIeAyeTcsl IO ayTOCOMHO-JOMMHAHTHOMY
tuny. M3menenust CT oOycioBiieHbl AedeKTOM KoJulareHa rnepBoro tumna. Myranuu
KOJIJIAr€Ha, MPUBOASALINAE K HECOBEPLIEHHOMY OCTEOI'€HE3Y, IEJISITCSA HA JIBE IPYIIIILL.
[Ipu nerxoit ¢dopme 3aboseBaHMs NPOAYLUPYETCS CTPYKTYPHO HOPMAaJIbHBIN
KOJIJIareH, HO B YMEHBIIIEHHOM KOJIMYECTBE B CBSI3M C OTCYTCTBUEM alibha — 1 amens
KojulareHa mnepBoro tuma. [Ipu OGoisiee TspKeNnbIX (popMax UMEIOTCS CTPYKTYpPHBIE
nedeKTbl OJHOM U3 1enel KoyiareHa, npuBojasiue k cuctemHout naronoruu CT uz-
3a Ie30praHu3aluy U 0CJIa0IeHus MaTpUKca.

[IpunsiTas B HacTosIiee BpeMs Kiaccu(UKAIUs BKIIOYAET YeTbipe (HOpPMbI
HECOBEPILIEHHOI'O0  OCTEOreHe3a,  pasiauyaromeecs 10  KIMHUYECKUM U
PEHTTEHOJIOTHYECKUM XapAKTEPUCTUKAM.

[lepBoiii TN — Hambosee jerkas ¢Gopma 3a00JieBaHMS, MPOSBISIOLIASACS
OCTEOIICHUEH, MEepeJoMaMu IIPU  HE3HAUYUTEIBHOW TpaBME U  YMEpPEHHBIM
OTCTaBaHUEM B POCTE.

Bropo#i Tun — neranpHas nepuHaTanbHas (popma. OEHOTUNHMYECKH Yy JAETel

OIIPCACIIACTCA 0O0IBIION qcpen C TOHKHUMH KOCTAMU CBOJa, KOPOTKHC
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JIC(I)OpMI/IpOBaHHBIC KOHCYHOCTH, Y3Kasd rpyaHas KJICTKA. BrrsBnsiroTcs

MHOXCCTBCHHBIC I'PYIHBIC IICPCIIOMBI.

Tperuit THI — YMEpPEHHO TSKEIBIA C MPOrPECCHPYIONIUMU KOCTHBIMHU
nedopMalusIMu.
YerBepThli  THI  —  XapaKTepU3yeTcs  TOBTOPHBIMH  IEpEIOMaMH,

nedopMalsiMU KOHEYHOCTEH W TPYAHOW KIETKH Pa3IMYHON CTENEeHH TSHKECTH,
CKOJIMO30M, OTPaHUYECHUEM JIBUTATEIbHONW AaKTUBHOCTH, BBIPAXKEHHOMN 3aJep>KKOU
pocra.

Kpome mnepeunciaeHHbIX NPU3HAKOB TMpPU HECOBEPIIEHHOM OCTEOreHE3e
OTMEUaIOTCsl TOIYyObIE€ CKIIEPBI, TPEYTOIBHOE JIMI0, MaKkpoledanus, CHI)KEHHE CIyXa.
KonudecTBo nepesnioMoB, CpOKH UX BOSHUKHOBEHHS 3HAUUTENBHO BapbUPYIOT — OT 1
B 1-2 roma no 20 u Oonee B roa, a cpoku ManHudecranmu — ot 20 Hemenu
BHYTPUYTPOOHOTO Pa3BUTHUA J10 2-3 roja KU3HHU.

Bce »tum 3aboneBaHus MMEIOT OMNpEACNICHHbIM HA0Op KIMHUYECKHX
MPOSBIICHUM U HE MPEACTABISIIOT 0COO0r0 3aTPyACHEHHs MPU MOCTAHOBKE JUArHo3a.
Ho B mnonasnsoomeM OONBIIMHCTBE CIIy4aeB HA0Op KIMHUYECKUX MPU3HAKOB Y
OOJBHBIX, OOpAIAIOIIMXCSA K Bpaudy, HE YKJIAaAbIBA€TCSd HU B OAMH W3 YKa3aHHBIX
CUHAPOMOB MATOJOTUU COEJUHUTEIBHOM TKaHU. B CBA3M ¢ 3TUM, psiii aBTOPOB C
MOJIHBIM OCHOBaHUEM OTHOCHUT uX K HemuddepenmupoBannbiM CTJ (HCTH), CTH
CO CMEIIAHHBIM (EHOTUIIOM, ME3CHXMMAJIbHON IUCIIa3UM, TeMOpparuyecKou
Me3eHxuMaiabHou auciazuu (I'MJI).

Kpyr ¢deHoTtunuyeckux NpOSBICHUN JUCIIA3UM COEIMHHUTENIbHOM TKaHU
(ACT) noctaTroyHO WIMPOK U MPEACTABICH CIEIYIOIIMMHU TPU3HAKAMMU:

- KpaHuoledanbHble: HempaBWwibHas (opma uyepema, ponuxounedanus,
3aTBUIOYHBIE «POray, UCKPUBICHHE HOCOBOM MEPEropojiKu, KOpOTKas (KpuBas) Ies,
BBICOKOE (roTHYecKoe) HEOO B COYETAHMHU C BBICOKMM T'OJIOCOM, aHOMAaJMu 3yOOB
(paznuuHble  QOpMbI  HapylIeHUs TpPHUKyca, aHOMAaJuu pe3LOB, JHACTEMA,
HECOBEPILIECHHBIN IEHTUHOTEHE3);

- TPYAHOW KJIETKM W KOHEYHOCTEW: acTEHWYecKas KOHCTUTYIHS, CKOJIMO3,

kudockoano3 (kudo3), TOTATbHO-IIJIOCKAsl CIIMHA, BOPOHKO - WJIM KWJieoOpasHas,
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nedopmansi TPYIWHBI, HapyLIeHHE OCaHKH, OCTPBIM SIUracTpalibHbIA yTroi,
YMEHbBIICHHE TMepeaHe-3aHeT0 pa3Mepa TPYyAHON KIIETKU, JTOMOJHUTENbHbIE pEdpa,
KPBUIOBUHBIC JIOTIATKHU, FOBEHUJIBHBIA OCTEOXOHIPO3, spina bifidum, ynmuHenwue
KOHEYHOCTEW OTHOCHUTEIBbHO BEJIIMYMHBI TOpCa, YKOPOUYEHHUE KOHEYHOCTEH IO
OTHOIICHUIO K BEJIMYHMHE TOPCA, UX HMCKPHUBJICHHE W HAJIMYME TICEBI0OAPTPO30B MpHU
HECOBEPILIEHHOM  OCTEOTeHe3e, MayKooOpas3Hble Maiblbl  (apaXHOMAKTUIIHS),
yIJIMHEHUE TajblleB CTON M KUCTEH, UCKPUBIEHHWE MM3UHIA, TUIOCKOCTONHE WU
BBICOKMH cBOJ cTombl, X- win O- o0pa3HOe HUCKPUBIEHUE HOT, HapyllEHUe
COOTHOILICHHUS JITTUHBI MAJIBLIEB CTOI, OCTEOXOHAPOAUCIIA3UH, PUBBIYHBIE BBIBUXU U
MOJIBBIBUXU CYCTaBOB, pAaHHUI OCTE0APTPO3;

- KOXHU: THUIIEPAJIaCTO3 KOXM («pEe3nHOBas» KOXka), TOHKas Koxa C
BBIPA)KEHHON BEHO3HOM CEThIO (JIMBENI0), MHOTOUYHMCIICHHbIE MUTMEHTHBIE MSATHA THUIIA
BECHYIIEK, aTpopUUYECKUe MUTMEHTUPOBAHHBIE PYOIlbl, MATKas (OapxaTUcTas) KOxa,
pyOlbl Kak manupycHasi Oymara WiM KeJUIOMJIHBIEpYOIbl, MII0X0€ 3a)KUBJICHUE paH,
pPaHUMOCTh NpPU MajeHmux TpaBmax, cutis laxa (cMHApPOM IpsOION KOXKH), CTPHUH,
IPBIKH;

- ria3: OJM30PYKOCTh PA3TMYHOM CTENEHU BBIPAXKEHHOCTH, KOCOIJIA3Me,
HKTOMNMS, BBIBUXH XpYyCTallMKa, OTCIOWKA CETYATKH, pa3pbIiBbl 000JI0YEK T1a3 (mpu
MaJIeHIINX TpaBMax), SIUKaHT, I3MEHEHHE 1IBETa CKJIEP - OT HOPMAJIBHOI'O JI0 CJIETKA
rojay0oBaTOro Wiu OT CHHEBATO-CEPOTO A0 APKO-T0Iay00ro;

- yHIell: aHOMalMM pACIONOXKEHUS YIIHBIX pPAKOBUH, AaCUMMETpUs HX
CTpOEHUS, OTTONBIPEHHBIE WM JOMYXOBHUAHBIC YIIH, 3a0CTPEHHBIM BEpXHHUM Kpai
3aBUTKA, IPUpALEHUE TIEPETHEN YaCTH MOUKH yXa, BpOXKAEHHAS TYTOYXOCTb.

Ha ocHoBanuu mnpoBeneHHbix uccinegoBanuii JI.LH. AGakymoBOi C coOaBT.
(Cankr-IlerepOyprckasi Tocy1apcTBEHHAs MeMaTpruueckas MeUIIMHCKas aKaIeMHusl)
ObUTM  TPEeNJIOKEeHbl KpuTepuu JuarHocTuku creneHn Tspkectn  JCT  u
MoaudpuipoBana kinaccudukaius T. T. MuiakoBckoi-JluMUTPOBOH, TIPEACTaBICHBI

B Ta0uie Ne2.
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Tabnuua 2

bannpHas OLOCHKA 3HAYMMOCTH OTACJIBHBIX (1)CHOTI/IHI/ILICCKI/IX IMPU3HAKOB B OIICHKC

CTCIICHH TSXKCCTHU JUCITIIa3HU COCI[I/IHI/ITCHBHOﬁ TKaHHU

IIpusHaku bausl IIpusHaku bausl

ONUKAHT 2 [Iimockas rpyaHas KieTka 2

['uneprenopusm rias 1 Boponkoob6pa3Hnas 6
nedopmalys TpyIuHbI

[laTonorus 3peHus 4 Jlerkoe BraBiieHHE Ha 2
rpyauHe

["omyOblie ckiepbl 1 Kudos 4

[IInpokoe nepeHocke 1 Cxonno3 4

CenJIOBUIHBIN HOC 2 AcTeHHYECKOE TEIIOCIIOKEHHUE 1

OTTOonBIpeHHBIE YN 2 KimmHOJaKTHINS MU3UHLIEB 1

[Ipupocuire Mouku 1 Jlerkoe BOZBHUKHOBEHUE 3
reMaToM

AcHUMMETpUsI HOCOBOM 2 I'peixu 3

MIEPErOPOJKH

Bricokoe Hebo 3 CnabocTh MBIIII] )KUBOTA 3

brnegnocth KoXHU 2 [lonepeuHas ucyepUEHHOCTH 3
cTOI

[loBbIIEHHASA PACTKUMOCTh 3 [Inockocromnue 3

KOXH

Koxa kak «3amma 2 «HaronTeImm» 2

Hexnas koxa 2 Henonnas cunpaktunus 1 u 2 2
TMaJIbIEB CTOIBI

BripaxxeHHBIM BEHO3HBIN 3 CannaneBuaHas 1IEb 2

PUCYHOK KOXH

MOpPImMHUCTOCTH KOXKHU 2 Hallux valgus 3

[IurmeHnTHBIE NISITHA 1 ITonas crona 3
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BripaxxenHnas 4 Hanuuue pyOunkoB Ha KOXKeE 2

FI/IHCpMO6I/IJIBHOCTB CyCTaBOB

KI/IJICBI/IIIHaSI rpyaHas KJICTKa 5 PaCH_II/IpeHHBIe KalTUJIJIAPbI 2

KOXXH JInlia, CIIMHBI

Omnpenenenue crenenu BoipakeHHOCTH JICT y kakqoro KOHKpeTHOro peOeHka
npoBoauTcs 1o cymme OamioB. Ilpu mepBoit cremenu Ttsokectu JICT (BapuanT
HOpMBI) CymMMa OaJJIoB HE JOJDKHA MpeBbimarh 12, mpu ymepenHou - 23. Ilpu
BBIPAKEHHOM CTENEHU TsHKECTH OHA COCTaBIIsieT 24 u Oosee 0auios.

Huarnoctuka JICT oCHOBbIBaeTcsi Ha JUAarHOCTUYECKHX  KPUTEPHUAX
Ooonrapckux aBTOopoB - T. MunkoBcka - JumutpoBoir m A. Kapkamesa. Cpenu
OUArHOCTUYECKUX  KPUTEPUEB  Pa3iM4yalOT TJaBHbIE W BTOPOCTEIICHHBIC
npenacTaBiieHbl B Tabmuie Ne3.

Tabnuua 3

I[I/IaFHOCTI/ILIeCKI/IC KPpUTCPUHN OUCILIA3UH COCHHHHTCHBHOﬁ TKaHH

I[I/IaFHOCTI/I‘I€CKI/I€ KpUTCPUHU

TJIABHBIE BTOPOCTENIEHHBIE
ITnockocTonue AHOMaJuM yUIHbIX pAKOBUH
Pacumpenne BeH Anomanuu 3y00B

I"'oTnueckoe HEOO [Tpexoasuiue cyctaBHble OOIH
['MnepMoOUIBHOCTD CYCTaBOB BbIBUXH 1 IOJIBBIBUXH CYCTABOB
Hapymenue oprana 3peHust [Itepuronakrunus

Hedopmartiyisi TO3BOHOYHUKA U TPYTHOM

KIICTKH

VBenuueHue PacTAKUMOCTHU U I[pSI6JIOCTB

KOXH

I[JII/IHHBIC TOHKHC I1aJIbIIbI

l-a (nerkas) crenenb JCT ompegensercs npu HAIWYUM JABYX TJIABHBIX

IMPpU3HAKOB, 2-s CTCIICHb - IIpHU HAJIMYHU TPECX T'NIaBHBIX U ABYX-TPCX BTOPOCTCIICHHBIX
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WIM TPEeX-4eThIPEX TJIABHBIX W OJHOTO-JABYX BTOPOCTCICHHBIX, 3-s (TsKemas)
CTCTICHb - MPU HAJUYHMH ISITH TJIABHBIX M TPEX BTOPOCTEIICHHBIX MpHU3HAKOB. [Ipm
onpenencanu creneHn JICT yduuThIBacTCS TakKe XapaKTep W KOJUYECTBO CTHTM
muzdmopuoreneza. Ilpu  JICT  wambosiee  4YacTo  BCTPEUAKOTCS  CTUTMBI,
npeicTaBlIeHHbIC B TabmuIie Ne4.
Tabnuma 4
YacTo BcTpedaronuecss CTUTMbI JU39MOPHOTeHe3a

IIpu AUCIUIA3UH COCI[HHHTCJIBHOﬁ TKaHH

Jlokanusanus XapakTep aHOMAJIUH

JIuno cpociuecs 6poBu

IIUPOKOC IICPCHOCHE

CEJIJTIOBUIHBIN HOC

TUIep- U TUIoTCJIIOPU3M

I'maza IMaTOJIOTHUA 3PCHUA

rojy0ble CKJIephI

SIIMKAHT

ITomocTth pTa BBICOKOE T'OTHYECKOE HEOO

HEeTMPaBWIbHBIA POCT 3yOOB

HapyluieHue 3yOHOM sMau

3}76Haﬂ AuacremMa

Vim MAJICHBKHC YIIIN

nedopMHUpOBaHHAs YIIIHASI pAKOBHHA

npupocuiasa MOo4Ka

Kuctu HN30THYTBIC MHU3WHIIbI

BEPETEHOOOpa3HbIE TAJIBIIbI

MCPCIIOHKNU MCIKAY MaJIbllaMU

Cromnsl HCIIOJIHAA CUHAAKTHUIINA I1aJIBIICB

Ca”HgaJICBUAHAs 1ICJIb

XaJIFOKC BaJIbI'yc
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IINIIOCKOCTOIIMEC

«HAaTOIITBIIIN)»

Ty.IIOBI/IH_Ie TrunepTeJaIopu3M COCKOB

IUIOCKAsA I'pyaHas KJICTKaA

BOPOHKOOOpa3Hasi rpyAHast KJIETKa

K1(O3 U CKOJINO3 TO3BOHOYHHUKA

CYTYJOCTb

ACTCHHUYCCKOC TCIIOCIIOKCHHUC

CYCTaBBI FI/IHCpMO6I/IJIBHOCTB CyCTaBOB

YMCHUC ICJIATh «KMOCTHUK» U «IIIarar»

Ko’ka 1 BO10CHI pBI)KI/Iﬁ OBET BOJIOC

BECHYILIKH

OJIEIHOCTH

KPOBOU3JINAHUC

IMMOBBIICHHAA PACTAKUMOCTD 1 MOPIIMHHUCTOCTDH

BBIpAKCHHAS BCHO3HAA CCTh

IIMI'MCHTHBIC IIAATHA THUIIA ((KO(i)e C MOJIOKOM»

pPYOUYUKHU TUIIA «ITATUPOCHON OyMarm»

Bce knuMHWMYECKME NPHU3HAKK, CBOMCTBEHHBIE NMCIUIA3UHA COEAUHUTEIBHOU
TKaHU, MOYKHO Pa3JeJInTh HA TPU TPYNIbl, COOTBETCTBYIOIIME MEPBUYHON 3aKIIAJIKE
OopraHoB B  sMOpuoreHese. OTO  Me30J€pMalibHblE, OSKTOJAEPMAJIbHbIE U
SHIO0/IEpMaJIbHbIE AHOMAJIHH.

Me3onepMalibHble AHOMAJIMK TPOSIBISAIOTCA HW3MEHEHHUSIMU CO CTOPOHBI
ckenera (AedopManuu TPYAHOUW KIIETKHU, MO3BOHOYHHKA, Yeperna, «rOoTHUYECKOe
He0O», 3aMeJUIeHHEe pOCTa BEpXHEH U HIDKHEW 4YeNioCTH, TUIEePMOOMIBHOCTD
CYyCTaBOB), KOXXM M MSITKHUX TKaHed (TUNEppacTKUMOCTb U HCTOHUYEHHE KOXH,
TUMOIJIA3Us MYCKYJaTypbl W SKMPOBOM TKaHU), BHYTPEHHHMX OpPraHoB (TIOpOKHU

cepana, IpoJiariCbl KJIalldaHOB, YBCIMYCHHUC NUAMCTPa aO0PThI U JIETOYHOU apTepHH),
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a3 (BeIpaXeHHasT  MHOINMS, aHUPUIUSA, TOJyOble  CKJIEphI), COCY/OB
(HETIOJIHOLIEHHOCTh DHAO0TEIHS, TOBBIIIIEHHAS TPOHUIIAEMOCTb U XPYIIKOCTb).

DKTOJIepMaJIbHBIC AHOMAJIMU TPOSIBISIOTCS U3MEHEHUSMHU CO CTOPOHBI 3yOOB
(aHOMaIbHOE PACIIOJIOKEHUE, HeMpaBuiIbHOE (OPMUPOBAHUE U PAHHEE BBHIMIAJICHHUE,
TUTOTUIA3Us dMaJIi, MHOKECTBEHHBIA Kapuec, pe3opOIus neceH), ria3 (IKTonus u
MOABMKHOCTB XPYyCTANIUKA, ahakus, KOJIOOOMa), IICHTPAIbHON HEPBHOM  CHCTEMBI
(aHM30KOpHUS, ACUMMETPUS CYXOXWIbHBIX pe(IeKCOB, HUCTArM, MHUPAMHUIHBIC
paccTpoiicTsa).

DHJlo7iepMaIbHbIe AHOMAJIUM TIPOSIBISIOTCS JJMHHBIM M THUIOIUIACTUYHBIM
KHUIIICYHUKOM.

[Tpu ACT omnpeaensercst 607bI10€ KOIMYECTBO cTUTM, yacTo 6omnee 10. Cpeau
OOJIbHBIX C pa3IuuHbIMU 3a00sieBaHusMU cycTaBoB JICT BcTpedaeTcs B 3HAUUTEIHHO
OoJIbIIIEM MPOIEHTE, YeM B MOMYJISAIMU U Jocturaet 30%.

NMmeetrcss TecHas B3aMMOCBS3b MEXKAY KOJWYECTBOM BHEIIHUX CTHUIM,
CTEMEHbIO BBIPAKCHHOCTH JUCINIACTHYECKUX TMPOSBICHUN CO CTOPOHBI KOXH H
OTPHO-JABUTATEILHOIO amlapaTta ¥ U3MEHECHHSIMHU COCIMHHUTEILHOTKAHHOTO KapKaca
BHYTPEHHUX OPTraHOB — BHYTPEeHHHE (H)EHOTUNMUYECKHUE MPHU3HAKU ITOTO CHUHIpPOMA.
Uem Oosiee BbIpakeHbl BHemHue (eHoTunuueckue mposinenus CTJI, Tem Bblle
BeposiTHOCTh BbIsiBIIeHUST CTJ[ BHyTpeHHUX opraHoB. BreisiBieHune Tpex u Ooiiee
BHEIIHUX (PEHOTUNNUYECKUX TMPHU3HAKOB J1a€T OCHOBAHHWE TMPEAIoJiaraTbh HaJIMYHE
OTKJIOHCHUH CTPYKTYPhI U (YHKIMH LIEHTPATbHON M BEreTaTUBHON HEPBHOU CHUCTEM,
a TaK)Ke€ BHYTPEHHUX OPTaHOB.

CreneHb  BBIPQXXEHHOCTU TEHETHYECKU JICTCPMHUHUPOBAHHBIX Je(hEKTOB
OHTOT€HEe3a 3aBUCUT OT IEHETPAHTHOCTH M SKCIPECCUBHOCTH COOTBETCTBYIOIIMX
I'C€HOB, @ BPOXKJICHHBIX HAPYIICHUN — OT CWJIBl U CPOKOB MYTareéHHOI'O BO3E€HCTBUS.
[ToaTomy nokanuzanus aucriactTudeckux udMeHeHuit CT MoxeT ObITh OrpaHudeHa
KaK OJIHOM CHCTEMOM, TaK coueTaTh 3HAYMTEIBHOM WX uucio. B cBsi3u ¢ 3tum
BBIJICJISIIOT CIICIYIOIINE BapUAHThI TUCTUIA3UMA:

1.  HWcrtunaHo manple (Hanuyue Tpex W Oojiee BHEMIHMX (DEHOTUMHUYECKUX

IMPU3HAKOB W/WIM MaJIbIX aHOMAaJIMi pPa3BUTHUA oe3 BHUJIUMBIX H
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KIIMHUYECKA  3HAYUMBIX HW3MEHEHHM COEAUHUTEIbHOTKAHHOTO
KapKaca BHyTPEHHUX OPTraHoB).
2. M301upoBaHHbIE JTOKAIA30BaHHBIE B OJJHOM OpraHe.

3. CobcrBenno cunapom CTU.

COEAMHUTEJIbHOTKAHHBIE IMUCIUIA3ZMU CEPALIA

Cpenu pa3iauyHbIX KIMHUYECKUX MPOSIBICHUN AUCIUIA3UU COCAMHUTEIIbHON
TKaHU Ba)KHEHIee 3HAYeHHE OTBOJIUTCS HU3MEHEHHSIM CO CTOPOHBI CEep/EeUHO-
COCYAUCTOM cucTeMbl. BoO3HUMKHOBEHHE M OypHOE pa3BUTHE IMPEACTABICHUM O
coenuHUTeNbHOTKaHHON nucriazun cepaua (CTHC) crano Bo3MOxHBIM Osiaronaps
IIUPOKOMY BHEAPEHHUIO B MEAMIMHCKYIO MPAKTUKY 3XOKapAuorpaduyeckoro
uccienoBanus (OXOKI'). Onnako numb B 1989 rogy B pesynbTaTe mepecMoTpa
knaccuukarmn Hpro-MopKekoi accolmanyy KapHoioroB B Hee ObUIH BKITIOUCHBI
COCIMHUTEIIbHOTKAHHBIE JHCIUIA3UMM CepJilla JBYX OSTHOJIOTMYEecKuxX KiaccoB. K
nepBoMy kiaccy otHeceHbl auddepennupoBannsie CTIC, ko Bropomy -
«MA30JIMPOBaHHBIC» AaHOMAJUU COEJUHUTEIBHOTKAHHOTO Kapkaca cepama. K
M30JMPOBAHHBIM aHOMAJIUAM OTHECEHBI: HM30JIMPOBAHHBIE MPOJAINCHl KIIAMAHOB,
KOMOMHUPOBaHHbBIE MPOJIATICHI KJIalaHOB, U30JIMPOBaHHAs a0pTajbHasl PErypruTauus,
HKTa3Ms A0PTAIBHOTO KOJIblIa, aHEBPU3Ma JIETOYHON apTepuHu.

B nameir ctpane B 1990 romy B Omcke Ha CUMIO3UMyM€, MOCBAIICHHOM
npoOieme BPOKJIEHHBIX IUCIUIa3un COEJIMHUTEIBHOU TKaHHU,
COEIMHUTEIbHOTKAHHBIE AUCIUIa3UU ObUIA BBIICJICHBI B CAMOCTOSATENbHBIN CUHIPOM,
BKJIIOYAIOIIMI  TMpoJIanchl  KJIAmaHOB — CEpAlld, AHEBPU3MBI  MEXIPEICEepIHOM
MEepPeropoku M CUHycoB BanbcanbBel. B mociienHue rojabl HEKOTOpPHIE aBTOPHI
cuntaloT npossieHueMm cupapoma CTIC M aHOManbHO PACMOIOKEHHBIE XOPHbI.
[IpaBomepHOCTh BKJIIOYEHUS B CTpYKTypy cunapoma CTJC nui ¢ aHomanbHO
PacoIOKEHHBIMUA XOpAaMHU OOBSCHSAETCS TEM, UYTO PSAIOM HCCleqoBaTeNe ObuIo
YCTAHOBJICHO HAJIMYME Y HUX MApKEpOB CIA0OCTH COCIMHUTEIBbHOM TKaHHU, a TAKKe
4acToe UX coYeTaHue ¢ mposarncoM MutpanbHoro kinanana (IIMK).

Onuum u3 nposienennit CTC gBAsSOTCS Majible aHOMAJIMKM Pa3BUTHUS CEPALA
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(MAPC). MAPC - st0 Ooinbluasi W TeTEpOreHHas Trpyla aHOMalIuil pa3BUTHUSA
CEepPACYHOCOCYAUCTON CHUCTEMBI, KOTOpas XapaKTEePU3YeTCs HAIMYHUEM Pa3JIAYHBIX
AHATOMUYECKUX W MOP(POJIOrMYECKUX OTKJIOHEHUH OT HOPMBI CTPYKTYp cCepAla H
MarucTpajbHbIX  COCYJOB, HO HE€  CONPOBOXIAIOIIUXCS  KIMHUYECKH U
reMOJAMHAMUYECKH 3HAYMMBbIMU HapyiieHusmMu. Kiaccuduxainus maiabiX aHOMaJIHMA
pazBurtus cepana npegioxena C.@. ['nycaesim 1 FO.M. beno3epoBbiM:

[To nokanuzauuu u popme.

[Ipencepauss U MeXMpeacepiHas NEeperopoaka: MpoJIadUPYIOIUM KilanaH
HW>KHEW TI0JIOW BEHBI, yBEIMYEHHas EBCTaxuWeBa 3aClIOHKA, OTKPBITOE OBAJIbHOE
OKHO, HeOoJbpIIas aHeBpU3Ma MEXKIPEACEPIHON MEepPEeropojki, aHOMAaJIbHbIE
TpaOeKyJabl B MPaBOM IMpeacepauu, MNpoiadupyromue IpeOeHYAThie MBIl B
MPaBOM IIPEACEPIUH.

MuTpalibHBI  KJIAMaH: PACHIMPEHUE U CMEUICHHE KOJIbI[a MUTPAIBHOTO
KJlaraHa, IpojabupoBaHWE MUTPAIBHOIO KIAlaHa, SKTOMUYECKOE KpEeIUIeHHe XOp.
nepeHel W/uiv 3aJIHeH CTBOPKH KJlalaHa, JIOMOJHUTEIbHBIC TPYIIbI MaMWUIIPHBIX
MBIIIILI, AaHOMAJIbHOE PACTIOJIOKEHUE OCHOBAHUS NMAMMIISIPHBIX MBIIIIII.

JleBbiii  xemymodek: nedopMaiyisi  BBIHOCSIIETO TpakTa KelyJodyka C
CHUCTOJIMYECKUM BaJIUKOM B BEPXHEH TPETU MEAKKETYAOUKOBOM MEPETOPOJIKH,
nonepevHasi, MpPOJOJIbHAS, JMaroHajdbHas TpaOEKysbl, HEOOJbIIasi aHEBpPU3MaA
MEXOKETYI0YKOBOM MEPETOPOJIKH.

AopTa: MOrpaHUYHO Y3KMH M IIHUPOKUI KOPEHb aopThl, AWIATallUsl CUHYCOB
BanbcanbBbl, JBYCTBOpUYATHIM AOpTaldbHBIM KJlamaHa, AaCUMMETPHUSI CTBOPOK
aopTabHOTO KiamnaHa, MpoiadupoBaHUE a0PTAIBHOTO KiIaraHa.

TpukycnuganbHbl KJAmaH: CMEIIEHUE CENTAIbHOM CTBOPKM B MOJIOCTh
MpaBoro Jkeiyaoyka B 1npexaenax 10 wMm, [gainaranus OpaBOro  arpuo-
BEHTPUKYJISIPHOT'O OTBEPCTHS, MTPOJIAOUPOBAHNE TPUKYCITUIATBLHOTO KIanaHa.

Jlerounas aprepusi: nuiaTaiys CTBOJIA JIETOYHOM apTepuu, mpojadupoBaHue
CTBOPOK KJIAIlaHa JIETOYHOW apTEpUH.

ITo aTnonorum.

Hapymenune kapauorenesa. Jlucrnnasus COEIMHUTEIbHOTKAHHBIX CTPYKTYP.
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[Ipouecco! oHTOreHe3a cepaua. BereratuBHas AUCPYHKITHS.
ITo pa3BUTHIO OCIIOKHEHUH.

Hapymenuss cepaeunoro putma. BuesanHas cmeptb. WHbekunoHHbIi
sHAoKapauT. Jlerounas runeprensus. Hapymenue remogunamuku. Kaneundukanus,
(¢bubpo3upoBaHre CTBOPOK KIANaHOB.

Kapauansnasie nposisnenust cunapoma CTAC paznuunsl. HeT enuHoro MHeHus
O MeXaHu3Max, OTBEYalIIMX 3a (QopMUpOBaHUE KIMHUYECKONW KapTHHBI,
XapakTepHOM nJsi 3THUX aHoMmaiuil. HamOosiee u3ydeHHBIM, YacTbIM KIMHUYECKU
3HaunMbIM nposBieHueM CTIC anserca [IMK.

[lon mnpomarncoM TMOHMMAIOT NpPOrudaHue OJHOM WM O00eux CTBOPOK
MUTPAJIBHOTO W/WIW JAPYTHX KJIANaHOB CEpAlla B HAIpPaBICHUU NPOKCHUMAIbHO
pacnoyioxkeHHoi kamepsl cepaua. [Ipumenurensno k [IMK peus uaer o nporudanuu
CTBOPOK B TOJIOCTh JjeBoro mnpeacepaus. Mamonatuyeckuit [IMK BmnepBbie ObLT
ornucau J. Barlow u W. Pocock B 1963 rony.

B 3aBucumoctd OT Merona o0O0CiIeNOBaHMS, HCIHOIb3YEMbIX KpPUTEPUEB
JIUArHOCTUKU U 00ciieqyemMoro koHTHHrenta yactora [IMK B nonymnsinuu konebdnercs
B mupokux npenenax ot 1,8% no 38% (nmo ganusim B.M. SIkoBneBa u coast., 2005),
IpUYeM y JieTed U moAapocTKoB yactota BbisiBiieHus [IMK cymiecTBeHHO BbllIE, YeM
BO B3pPOCJIOW MOMYJISIIMKU U cOCTaBisieT oT 2,2 10 23%. ¥V neBouek [IMK oTtmeuaeTcs
B 4-5 pa3 yaile, 4eM y MaJIb4MuKOB, B oApocTkoBoM Bo3pacte [IMK BcTpeuaercs B 3
paza yaile y JeByliek. M3 AByX CTBOpOK MHUTpaiIbHOrO KiamaHa yamie npojiabupyer
nepenuss - B 44,5-77,4% cnydaeB, npojabupoBaHue 3aJHEH CTBOPKH OTMEUEHO B
22,6-23,3% cnydaeB, 00eux CTBOPOK MUTpaAIBHOTO KJanaHa - B 33,1% cnydaes.

CtpykTypHble, Mopdosioruueckue u remojauHamuueckue BapuaHTbl CT/I
MUTpPAJIBHOTO KJ1anaHa npeanioxensl B.M. SIkoBieBbiM u coat.(2005):

I. CoequnuTenbHOTKaHHAS JUCIUIA3Us MUTPAJIBHOTO KiamaHa 0e3 HapyIIEHHs €ro
byHKIUHU:

1. IIponanc MuTpadbHOTO KiamaHa (C MpU3HAKAMH MHUKCOMATO3HOW JAereHepaluu
MUTPAJIBHOTO KjarnaHa, 0e3 MPU3HAKOB MUKCOMATO3HOW JIET€HEPALMH MUTPAIBHOIO

KJIaTiaHa).

31



2. @eHOMEeH JUIMHHBIX CTBOPOK MHUTPAJIBbHOIO KjanaHa ¢ aHOMaJIbHBIM CMBIKAHUEM
CTBOPOK (0€3 MmpoJiarica MUTPAIHLHOTO KJIaraHa).
II. CoenuHuTENbHOTKAHHAS AMCIUIA3Usl MUTPAIBHOTO KJallaHa ¢ HapyUIEHUEM €ro
byHKINU:
1. HeocnoxHeHHBIH nposianc MUTPAIbLHOTO KJlanaHa ¢ perypruTamnuei.
2. MukcoMaro3Hasi JereHepanus MUTPAIBHOTO KiamaHa YMEpPEeHHOM cTeneHu (c
MPOJANICOM MHUTPAIBHOrO KianaHa, ©Oe3 TMpoJsiarica MUTPAJIBbHOIO KJamaHa) ¢
peryprutanuent 1-oi v 2-0i CTENIEHH.
3. Mukcomaro3Hasi JereHepanusi MUTPAJIbHOrO KjanaHa BbIPa)KEHHOM CTENEHU C
CUHAPOMOM MpOoIadUpOBaHUS U MUTPAJILHON perypruTtanueit 2-oi u 3-ei cTeneHu.
4. Tlponanc MUTpaNbHOTO KjamaHa (C MpU3HAKAMH MHKCOMATO3HOW JereHepaluu
MUTPAJILHOTO KjamnaHa, 0e3 MPU3HAKOB MUKCOMATO3HOW JIET€HEPALMH MUTPAIBHOIO
KJIallaHa), OCJI0KHEHHBIH OTPHIBOM XOP]I WM MHPEKIIMOHHBIM YHAOKAPIUTOM.
bonpmuHCTBO ~ OONBHBIX  MOPEIBSABISIOT  MHOTOYHMCICHHBIE  KallOObI
HEBPOT€HHOTO  XapakTepa, CBS3aHHbIE C  COMAaTOQOPMHON  BereTaTUBHOU
muchynkuuen. Kapauanruueckuit cunapom ormeuaercs B 32-65% cnyuaeB. bonu
OTIUYAIOTCS OOJBIIMM pa3zHOOOpa3reM, HEPEIKO HPPAAUHUPYIOT B JIEBOE IUIEUO U
PYKy, 4TO OOYCJIOBIMBAE€T HEOOXOAUMOCTh UX IUDPEPEHIUPOBKU C AHTUHO3HBIM
npucTynoM. Bo3HHKHOBEHUE OOJEBOTO CMHAPOMA CBA3aHO C JIOKAJIbHOW HIIEMUEH
MUOKap/a B pe3yJbTaTe HATSKEHUS NaNWUISIPHBIX MBI, MUKPOTPOMOOAIMOOIUHU B
30HE, PaCIOIOKEHHOW MEXIY JIEBBIM MPEICEPAUEM U 3aJHEH CTEHKOW MUTPAIBHOTO
KJIallaHa, YMEHbUIEHUEM MPOJO0IKUTEIBHOCTU TUACTOJIBI B PE3YJIbTATe YBEIUYEHUS
YacTOThI CEPJICYHBIX COKPAIIEHUI U CUHYCOBOM TaXWKapuu B OTBET HA (PU3NYECKYIO
WM SMOIIMOHANIbHYI0 Harpy3ky. Ho He Bcerna 60u B rpyAHON KieTKe Y OONBHBIX C
[IMK uMeT MHOKapaualbHOE MPOUCXOXKJEeHHUE. boneBoil CHHAPOM MOKET ObITh
CBSI3aH C MAaTOJOTMYECKUMH U3MEHEHUSAMH BEPXHUX OTJIETIOB JKENYyA0YHO-KUIIIEYHOTO
TpakTa, TMCPYHKIMEH BEreTaTUBHON HEPBHOU CHCTEMBI.
Hpyroit dactoit »xanoboit y OonpHbiXx ¢ IIMK sBisercss oppimka. OHa
BbIsiBIIIETCS B 15,6-31,5% ciyuaeB npu IIMK. ['mnepBeHTWIAIIMOHHBIN CUHAPOM

MOXXET OBITh OIHOM U3 mpuuuH Ooselt B rpynHoil kietke npu [IMK. Cepnuebuenus
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u mepedbon B pabore cepana - Takke yacras >xkanmoda O6onpHbIXx ¢ [IMK. Onu
orMmeyvarotress B 25,8-79% ciyuyaeB. Hepenako eaMHCTBEHHOM >kaoOOiM OOJBHBIX C
[IMK sBisitoTcst TUNOTUMUU (KOMIUIEKC OIIYIICHUH, MPEAIIeCTBYIONIUX TOTepe
CO3HAHMs) U CHHKOIAJIbHBIE COCTOSIHUS. YacToTa 3TUX CUMIITOMOB BapbupyeT oT 4,0
1o 85,7%.

B oreuecTBeHHOU M 3apyOekHOUN auTEpaType Hanbosiee SPKUM MPOSBICHUEM
cuapoma IIMK cuurtatorcss BereTaTuBHBIE Kpu3bl. BcTpewaercsi MHOKECTBO
TEPMUHOB, O0O3HAYAIOIIUX JIAHHOE MAaTOJIOTHYECKOE COCTOSHUE: «lepeOpaibHbIe
BEereTaTUBHBIC MPUIAIKUY», «IUAHIC(DATBHBIC KPHU3bI», «BET€TaTHUBHAS SIIHUJICTICUS»,
«OMOIIMOHAJILHO-BETETaTUBHBIE KpU3bl». B 3apyOexHO#l nuTepaType Hauboiiee
paclpoOCTPAaHEHHBIM TEPMUHOM SIBIISIETCA «IaHUYECKasl aTaka». OTUM TEPMHUHOM
MOAYEPKUBACTCS  3HAUYCHHE  HMOIMOHAIbHO-ad(PEKTUBHBIX  paccTpoiicTB. B
OT€YECTBEHHON JUTEpaType TPAAULUOHHO MCIOJIB3YETCSI TEPMUH «BET€TATUBHBIN
KpHU3», 4YTO ONpEAeisieT 3HAYEHHWE BETCTATUBHBIX PACCTPOMCTB B IMAPOKCU3ME.
Bricokas gactoTa oOHapyxenus [IMK y nuil ¢ «maHn4ecKuMu aTakamu» yOexaaeT B
WX TECHOM B3aHMMOCBSI3H.

Hetu u noapoctku ¢ [IMK damie uMeroT IUCIIACTUYECKUM TUI Pa3BUTHUA:
ACTEHUYECKOE TEJIOCI0KEHUE, YIUIOMIEHHYIO TPYJIHYIO KIETKY, B 43-62% ciydaeB -
BOPOHKOOOPAa3HYIO TPylb, BBICOKUWA POCT, CIa00€ pPA3BUTHE MBIIMICYHOU MAacCCHI.
Hepenko y HHMX BBIABISETCS «TOTHUYECKOE HEOO», TUIEPMOOUIBHOCTH CYCTaBOB,
«canganeBuaHas menb» Mexay I u Il manemamm Hor, mnockoctonue. B 16-31%
cinydaeB y marueHToB ¢ [IMK BbIsSBIIS€TCS MTOBBIIIIEHHAS PACTSHKUMOCTD KOXKH, CTPUH
B obOmnactu sroaury u Oenep. Y 43-65,5% nereit ¢ IIMK ormeudaercss muomnus
Pa3IMYHON CTENEHU BBIPAKEHHOCTH.

Knunanyeckuit nonumopdusm mnpusznakoB y iaun ¢ [IMK onpenensier
W3BECTHBIE TPYJHOCTH B JMArHOCTUKE ITOTO COCTOSHUS, MO3TOMY HEMAJIOBAKHOE
MpaKkTUYecKkoe 3HadyeHue oTBoauTcsi auarHoctuke I[IMK mo aycKynbTaTHBHBIM
MpU3HAKaM. XapaKTepHbIM MPHU BBICIYIIMBAHUM CEPALIA SBISAETCA CpPEIHE- WIIU
MO3/THECUCTOJIMYECKUN  IIEeTYOK  W/WIM  TO3JAHMM  CHUCTOJUYECKHH  IIyM,

OIpeNeNsAIoNINecs] Hal BepxXylkod cepauma. Yame Bcero mym BapuaOeIbHBIH,
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MpUYEM MPHU MEepeMEHEe MOJOKEHHUSI HE TOJIBKO M3MEHSETCS 10 MHTEHCUBHOCTH, HO
MOXET ucue3aTh. McTopus HM3yueHHs] ayCKyJbTaTUBHOW KapTUHBI MPU CUHIPOME
I[IMK naunnaetcs ¢ 1887 roma, xorma B. Cuffer BnepBbsie oOpaTui BHHMMaHUE Ha
PUTM «ME30CHCTOJIMYECKOTO Tajionay. TepMUH «CHCTOJIMYECKUN KIUK» (IIEeTYOK)
BeeaeH L. Gallavardin B 1913 romy, KOTOpBIM paccMaTpuBaid €ro, Kak
n00poKayecTBEHHBIM (DEHOMEH, CBS3aHHBIM C AKCTpaKapAHAIbHBIMU MEXaHU3MaMH.
HoBoe oObscHeHHE TreHe3a CHCTOJIMYECKUX KIHUKOB W IIYMOB Mpeioxkuit B 1961
rogy J. V. Reid. Ux nosiBneHne OH CBA3bIBaN C HANpPSDKEHHEM CTBOPOK, XOpA U
BHE3aIlHBIM 3aMeljieHneM ux aBuxeHus. M tompko B 1961 romy J. Barlow c
COABTOpaMH, OIYOJMKOBAIM aHTMOTpaduuecKue IaHHbIE, OOBSCHSAIOMINE MO3THUN
CUCTOJIMYECKUNA IIyM YMEPEHHO BbIPAXKEHHOW MUTPAIBHOW pEryprutamnmei,
3aBHUCSIIECH OT MPOrudoaHus 3aJHel CTBOPKU MUTPAIIBHOIO KJIallaHa B MOJOCTh JIEBOT'O
npencepausi. BrepBeie monstHe «Hemoro» BapuanTa [IMK (silent mitral valve
prolapse) Obuio mpemnoxkeHo B 1975 romy R. Jeresaty, koropblii mpH
anruorpaduueckoMm wuccienoBanuu, obOnapyxun [IMK, He comnpoBoxnatomuiics
ayCKyJIbTaTUBHBIMU MposiBlieHUsAMH. [0 maHHBIM pa3HbIX HCclenoBareseil, yacTora
«aemoroy» IIMK xoneb6aercsa 13,3 1o 80%.

Ha ¢onokapamorpamme amMmiauTyna TOHOB HE H3MeHeHa. B me3o- win
TEJIECUCTOJIE Ha CPEIHMX M BBICOKMX YacCTOTaX PETUCTPUPYIOTCA CpEIHe- WIH
BBICOKOAMIUIMTYAHBIE «KJIUKW» B BHJE ABYX-TPEX OCHWUISIUN TMepel] LIyMOM.
Omnpenensiercs cpefHe- WIM BBICOKOYACTOTHBIM CpEIHEAMIUTUTYIHBIA ME30- WU
TEJIECUCTOINYECKUHN IITyM, IPUMBIKAIOLIUNA KO 2-MY TOHY.

Ha pentrenorpamMmme TeHb cepjilia, Kak MPaBUJIO, YMEHBIIEHA, PACIOJIO0KEeHA
BJIOJIb TO3BOHOYHHMKA («BHUCSAYEE», «KamelbHOe» cepile). B OOKOBBIX M KOCBIX
MPOEKIHUAX KOHTYPBI JIEBOT'O MPEICEepAusl U JEBOr0 Keaya0ouka He u3MeHeHbl. HYacTo
YMEPEHHO  BbIOyXaeT Jayra JIETOYHOM  apTepud, 4YTO  CBS3BIBAIOT  C
COEIMHUTEIbHOTKAHHOM NHCIIIa3uel ee CTeHKH.

«30150THIM cTaHAapToM» B nuarHoctuke cunjapoma CTIC B Hacrosiiee Bpems
aBigeTcs dxokapauorpadus. Ee 4yBCTBUTENBHOCTh U CHEU(PUYHOCTh COCTABISIOT

87-96 n 87-100%, coorBeTcTBeHHO. CunTaeTCI HEOOXOIUMBIM OIEHWBATh HAJTHYHE
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IIMK ¢ ucnonp30BaHuEM BCEX IOCTYIOB, IOCKOJIBKY B Ka)JAOM W3 HUX JIOUUPYIOTCA
JUIIb CTPOTO ONPEAEIEHHBIE TO3WMLMM CTBOPOK. Pasnuyaror Tpu creneHu
nponabupoBanus: 1 ct. - 10 3 MM, 2 CT. - 10 6 MM, 3 cT. - 10 9 mM. [IponabupoBanue
10 MM u Oonee pacleHUMBAaeTCd KaK HEJOCTaTOYHOCTh MUTPAIBHOIO KJIalaHa.
BaxHbIM 711 TIOBBIIIEHUS YYBCTBUTEIBHOCTU M CHEHU(PUYHOCTH PACTIO3HABAHUS
I[IMK sBnsercs npononHenue ODXOKI nmommieporpaduueckuM HCClIeIOBaHUEM.
[locnenHee MO3BOJISET BBISIBUTHh CTENEHD BBIPAXKEHHOCTH MUTPAJIBHOW pErypruTalni,
yTo cymecTtBeHHO gonoiHAeT OXOKI' cBegeHusaMu O TeMOAMHAMUYECKOM
BBIPAKEHHOCTH H3ydaeMoro jaedekrta. [lo MHeHHIO MHOTMX aBTOpOB, juia ¢ [IMK
MMEIOT NOBBIIIEHHBIN PUCK PAa3BUTHUSA OCI0KHEHUH, YACTOTA KOTOPBIX YBEIMUYHBAETCS
¢ Bo3pactoM. B psage cnyuyaeB [IMK sBnsieTcs npruurHO# BHE3anmHOM cMepTu. Beero B
nutepaTtype onucaHo okosno 100 momoOHbIX ciydaeB, korma IIMK  Obin
€IUHCTBEHHON IATOJIOrOAaHATOMUYECKOW HaxolIkoil. B HacTosmee BpeMs K
(dakTopam pucka BHe3anmHOW cmeptu npu [IMK oTHOCSATCA: >KEHCKUH 110,
FeMOJMHAMHUYECKA 3HAYMMyl0 MUTpaIbHyr0 peryprutauuto III - IV crenenu,
yanvHeHue uHrepBana Q-T, HapylmeHus penoiipu3alvy B «HUKHHUX)» OTBEICHUSX,
sxoKapauorpaduyeckue  KpUTEpHUH  MHUKCOMATO3HOM  JereHepald  CTBOPOK
MHUTPAJIBHOIO KJIAllaHa, HAJU4YUE B AHAMHE3€ CHUHKOMNAJIBHBIX COCTOSIHUM, a TaKkKe
CJIyyau BHE3AIHOW CMEPTH CPENH POIACTBEHHHUKOB.

MuTtpanbHasi peryprutanus - Haubosee yactoe ocinoxHenue [IMK. Yacrora
storo ¢enomena npu I[IMK xkonebnercs or 42 ngo 100%. Ilo nmaHHBIM
JOMNIUIEPOBCKOTO HCCIIEIOBAHUS PA3MYalOT CIEAYIOIIHNE CTENEHH MUTPAIBHOM
perypruTanuu:

I crenens (MUHMMaIIbHAS ) — PETYPrUTAIUsl HA YPOBHE CTBOPOK;

Il crenenp (cpenHsisi) — PErypruTUPYIOUIMI MOTOK MPOHUKAET B MOJOCTh
JeBoro npejcepaus He 6omnee yeM Ha 10 — 15 mMm;

IIT crenens (BbIpaykeHHas ) — perypruTaius 10 cepeAnHbl JIEBOT0 NpeICepans;

IV crenens (Tsxenast) — peryprurainus Mo Bceil kamepe JIEBOro Mpeacepaus.

Tsokenas mutpanbHas peryprutauus (III - IV crenenum), Tpebyromas

XUPYPrUYECKOM KOPPEKIMH, OOBIYHO OTMeyaeTcss y OonbHbIX crapme S50 mer.
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MexaHu3Mbl BO3HUKHOBEHHUS MUTPAJIbHOW pPErypruTaluyd MpUd WAUONATHUYECKOM
[IMK wu3yuenbl HenocTtaTouHO. YacToTa ee BBISIBICHHS BO3pAacTaeT MPHU MPOBEICHUU
TecToB ¢ (usmyeckodl Harpyskoil. CuuTaercs, 4YTO OJHOM U3 TPUYUH €€
BO3HUKHOBEHUSI SIBJISIETCS MHUKCOMATO3Has JIeT€Hepalusi CTBOPOK MHUTPAIBHOIO
KilanaHa. MuTpanbHag — peryprutaumss — otmeuvaercs  y  80,4% qunm ¢
XOKapauorpauyeCKUMM KpPUTEPUSIMU MUKCOMAaTO3HOM nereHeparuu ctBopok (T.
Takamoto u coaBTopsl (1991)). MukcomaTo3HbIE H3MEHEHHUS CTPYKTYP MUTPAILHOTO
KJ1armaHa BeISBISAIOTCSA B 19,9% cinydaeB (O.A. Mytadbsina u coaBTopsl (2004)) —, uTo
npejacTaBiieHo B Tabiuie NoS.

Tabnuua 5

YacToTa BBISBICHUS MUKCOMATO3a CTBOPOK MUTPAJILHOTO KJIalaHa B

3dBUCHUMOCTHU OT CTCIICHU IIpOJIaliCa U BBIPAKCHHOCTH MI/ITpaJIBHOﬁ perypruranuu

Crenenp  mpoJiarica  MUTpaibHOro  kiamaHa u | Yacrtora BBISIBJICHUS
peryprutauuu MHUKCOMaTO3a, %

[IMK I cTtenenu 6e3 peryprutanuu 2

IIMKI crenenu ¢ peryprutanueii I crenenu 28,6

[IMK II crenenu 6e3 peryprutaiuu 33,8

IIMK II crenenu ¢ peryprutauuei I crenenu 50,0

IIMK II-III crenenu ¢ peryprutanueii Il crenenn 100,0

CylecTBYIOT  CIEQYIOIIME  CTENEHU  BBIPAKEHHOCTH  MHUKCOMAaTO3HOM
JereHepalry CTBOPOK MUTPAJILHOTO KJlanaHa:

0 creneHp — NpU3HAKK MUKCOMATO3HOM JIereHepalii OTCYTCTBYIOT;

I crenenp (MUHUMaNbHO BBIpaXKeHHasi) — HeOombioe (3-5 MM) yTOJIIEHHUE
OJTHOM MM 00eMX MHUTpaIbHBIX CTBOPOK, apKkooOpa3Has aedopMalus MUTPAIbHOTO
OTBEpCTHUSA B mpejenax 1-2 cerMeHToB, CMbIKaHHE CTBOPOK HE HapyIIEHO;

II crenens (yMepeHHO BbIpa)KE€HHAs) — 3HAUUTENbHOE (5-8 MM) yTOJIIEHHE U
yIJIMHEHUE CTBOPOK, 3HAUUTENIHAs TNIyOMHa MposiabupoBaHus (0OOBIYHO MPEBBIIIAET
10 Mm), nedopmalii KOHTypa MUTPAIBHOTO OTBEPCTUS HA MPOTIKEHUU HECKOJIBKHUX

CCI'MCHTOB, IMIPU3HAKHW PACTOKCHUA XOpHd, HUX CIAUHHUYHBIC PA3PBIBbI, YMCPCHHOC
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pacHrpeHre MUTPAIbHOTO KOJIblIa, CMBIKaHHE CTBOPOK HApYIIEHO WM OTCYTCTBYET;

IIT crenenp (pe3ko BBIpAKEHHAs]) — MHUTPAJbHbIE CTBOPKU PE3KO YTOJIIEHBI
(bomee 8 MM) ®W yWIMHEHb, MaKCHUMallbHas TJ1yOMHA TpojabHpoOBaHUA,
MHO>KECTBEHHBIE Pa3pbIBbl XOPJ, 3HAUUTEIBHOE PACIIMPEHUE MUTPAIBHOIO KOJIbIIA,
CMBIKaHUE CTBOPOK OTCYTCTBYET, 3HAUUTENbHAS CUCTOIMYECKAs cermapanus CTBOPOK,
BO3MO@HO MHOT'OKJIalaHHOE MPO0JIadupOBaHUE, PACIIUPEHUE KOPHS a0PThI.

Bo3HUKHOBEHHWE MHTPAJbHOM pPErypruTaliud MOXKET OBITh CBA3aHO C
AWIaTalen KiamaHHoro Kojiblia. Bmecte ¢ Tem, MHUKCOMAaro3Has JereHepanus
CTBOPOK ~MHTPAJIbHOTO KJamaHa MOXET ObITh MNPUYMHOW  (QOpMUPOBAHUS
MUKPOTPOMOOB ¥  PA3JIUYHBIX TPOMOOIMOOIMYECKHX OCJIOXKHEHUH: HMOO0IUU
LHEHTPAJIbHON apTEepUU CETYATKU C PA3BUTHUEM MPEXOIAIIEH CIIENOTHI, TPEXOASIINX
HapyUIEHUH MO3TOBOr0 KpOBOOOpAILIEHUS, HIIEMUYECKUX UHCYIHTOB. [IOBBIIIEHHBIN
PHUCK 3TUX OCJIOXKHEHUHN CBA3aH C U3MEHEHHUSIMU B CUCTEME TeMOCTa3a.

NHpexkmoHHbI  SHIOKApIUT KaK OcloXHEeHue wuauonarudeckoro ITMK
pazBuBaeTcs y 3,6-8,3% OonpHBIX. OgHUM U3 (HaKTOPOB, CHOCOOCTBYIOIIUX €T0
BO3HUKHOBEHUIO, SIBJIIETCS MHKCOMAaTO3Has JereHepauus. B cBsi3w c 3TuM,
npeajaraeTcsl IpoBeeHNE TPEBEHTUBHON aHTHOAKTEPHAIBHON Tepanuu OOJIbHBIM C
I[IMK npu Hanu4uu y HUX MUKCOMAaTO3HOU JAeTeHEPALUH.

VY Gonbubix ¢ IIMK uacto HabmiogaroTcs paziuyHble HapyLIEHUS pUTMA U
npoBoguMocTH. Ocoboe 3HaueHHWe B WX JUArHOCTUKE 3aHUMAET XOJITEPOBCKOE
monutopupoanue OKI'. Ilpu wmaumomarmueckom IIMK dactoTa »xemymodKkOBBIX
skctpacuctonl (JKJ) xkonebnercs ot 18,2% mo 90,6%. Ilpu sToM dyacTtoTa
MIPOrHOCTUYECKH 3HaYUMBbIX 3KcTpacucton IV u V rpaganuit no B. Lown cocrapmnsier
6,3-33,3%. Y 16-80% muny c¢ IIMK peructpupyrorcs HaIKeTyA04YKOBbIE
sKkcTpacuctosbl, y  2,0-27,2%  oTmewarTca  SNM30[bl  NApPOKCU3MAaIbHOU
HAJHKENTyI0YKOBOM Taxukapauu. 3HauutenbHo pexe npu [IMK oOnapyxuBarorcs
HapyluleHusT MPOBOJAMMOCTU: CHHOAypUKyJspHas Onokaga - B 3,2-5%,
aTpuoBeHTpUKyJsipHas Onokana I u Il crenenu - 0,9-4,8%, Giokana mpaBod HOXKKH
nyuka ['uca 0,9-9%. Jluchyukius cuHycoBoro ysna ompexaensercs B 2,4-17,5%, a

opraHuyeckuii cuHapom ciaboctu B 4-15% ciydaes.
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B Hacrosiee Bpems He CYIIECTBYET €AMHOIO MHEHUS O MEXaHU3MaX Pa3BUTHUs
HapyumieHud putMa u npoBoaumoctd npu [IMK. B OGonbmiumHcTBE ciiyyaes
BO3HUKHOBEHUE ApUTMHUM CBSI3aHO C AHOMAJIbHOM JJIEKTPUYECKOW AaKTUBHOCTHIO
MMEIOIINXCSI B OCHOBAaHMM CTBOPOK MUTPAJbHOIO KJjlallaHA MUOKapAuajIbHbIX
BOJIOKOH, KOTOPBIM IIPUCYILIA IIEMCMEKEPHAS aKTUBHOCTb.

Pe3ynbpTaThl 37€KTPOPU3NOIOTMYECKUX MCCIEIOBAaHUNA TMOKa3aid, 4YTO B
OCHOBE BO3HUKHOBEHUS KENyA0UKOBBIX aputMuil y jnn ¢ IIMK nexur mexanusm re-
entry. Kpome Toro, oqHUM M3 BO3MOYKHBIX MEXaHU3MOB UX BOZHHUKHOBEHUS SBIISETCA
aHOMaJjbpHasg TPaKIUs MNAaNWUISAPHBIX MbIL. B HOpME NanwuIspHbIE MBI U
KJIAallaHHOE KOJIbIIO B CHUCTOJIY JIBIXKYTCS K BEpXYILIKE, a IpojabupoBaHUE CTBOPOK
MUTPAJBHOIO KJIAllaHa, YCWJIMBAs TATY Ha BEPXYIIKM NaNWUISIPHBIX MBIIIII,
BBI3BIBAET HMX AHOMAJIbHOE CMELICHUE B HAIPAaBICHUM KIANAHHOIO KOJIBLA.
HNuTepecen TOT (pakT, 4TO y BceX OOJBHBIX C BBIPAKEHHOW aHOMaJIbHOM Tpakuuen
NaNWUIAPHBIX MBI ObUIM  OOHApYKEHBI 3XOKapauorpaduueckue KpUTepuu
MHUKCOMATO3HON JIer€HEpAllK CTBOPOK, YTO CIIOCOOCTBYET YBEJIMYECHHIO ILUIOIIAIN
poJadMUpPOBaHMUS.

Aput™morenHyo poiab npu [IMK moryT urpate BoJIOKHA MPOBOASLIMX TPAKTOB
Suzuki, nexane B OKpY>KHOCTH JIEBOTO (PUOPO3HOIO KOJbIIA. Y YacTH MalMEHTOB C
MapOKCU3MaJbHBIMU HApyLIEHUSMH pUTMa OOHapyXeHbl JBOWHbIE myTH AB
npoBeneHus. Ilpu 31eKTpodU3HOIOTHYECKOM HCCIIEJOBAHUU  JOTOJHUTEIbHbIC
aTPUOBEHTPUKYJSIPHBIE MYTH MPOBEICHHUS OOHapyxeHbl y 12,5-32,5% OONbHBIX C
I[IMK, wuMeromux KIMHUYECKYK0 CHUMITOMATuKy. CuMTaeTcs, YTO MEXaHHU3M
BO3HUKHOBEHUsI apUTMUKA IpU  O3TOM  HENOCPEACTBEHHO HE CBA3aH C
NpoJadMpPOBaHUEM MUTPAIBHBIX CTBOpPOK. OTMedYeHa MAaTOreHEeTUYecKasl CBS3b
Mexay HamuuueM [IMK u anomanusamu mnpoBonsiield CUCTEMBI Kak JAepeKkraMu
pa3BUTHs B Pa3IUYHBIX CTPYKTypax cepJua B Mepuoa 3MOPUOHAIBHOIO
OpraHoresesa. bbliM  BBIABICHBI  JCICHEPATUBHBIE  U3MEHEHUS,  JKUPOBas
MHOUIBTpAIUS W SBJICHUS CKJIEpO3a MPH THCTOJIOTMYECKOM HCCIIEIOBAHUM 30HBI
npoBosuuX myted 6oapHBIX ¢ [IMK, ymepmux BHE3amHO OT apUTMHU.

Hanuune (yHKUMOHANBHOTO CHHIpOMAa CJIA0OCTH  CHHYCOBOTO  y3ja
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0OyCIJIOBJIEHO BEreTaTUBHON NUCPYHKIMEHN ¢ peodiIaaHeM BaryCHbIX BIMSHUM. Y
19,3% OonpHbIx ¢ [IMK BBIsSBIISIETCS SKCTpaHOIANbHAS JIOKAIU3AIMS BOJUTEIS
pUTMa, a MEXaHM3M MUTpAllUd BOAMUTENST pUTMa B 3TOM cliydyae OOBSICHAETCS
aKTUBU3AllMEN MPEICEPAHBIX JATEHTHBIX OYaroB aBTOMAaTU3Ma Kak pe3yJbTara
Pa3IMYHOM CKOPOCTH PEIOJSPU3ALMU BOJIOKOH U HapYyLIEHUs JJIEKTPUYECKOU
TOMOT€HHOCTH MUOKAp/a.

Nmeercs cBA3p HapyLIEHWl pUTMA cepAua U MHUKCOMATO3HOM JI€r€HEepaluu
ctBopok y jull ¢ [IMK. IIpu 3ToM BO3HHUKHOBEHHE HAJKETYTOYKOBBIX SKCTPACUCTOJI
CBA3BIBACTCA C YBEJIMYECHHEM M HU3MEHEHHEM DIJIETPUYECKOM AKTUBHOCTH KIIETOK
JIEBOI0 IIpelcepus, MOABEPrarollerocss pa3Jpa)keHUI0O B IIEPUOJ  CHUCTOJIBI
npoJadbupyromEe MHUKCOMATO3HO-U3MEHEHHONM CTBOPKOM MUTPAJbHOTO KIalaHa,
KEIIYTOUYKOBBIX JKCTPACUCTOI - C MEXAHUYECKUM pPa3JpakC€HUEM CTEHKU JIEBOI'O
KEITYT0UKa MUKCOMAaTO3HO-U3MEHEHHBIMU XOPAaMHU.

Hapymenuss purma cepaua npu I[IMK B3auMoOCBsI3aHBI €O  CTENEHBIO
BBIPA)KEHHOCTU MUTPAIbHON peryprutauuu. I[Ipm reMoamHaMHU4ecKd 3HAYUMOM
mutpasibHoi peryprutauuu III - IV crenenn y Oonbiioro kojgudyecTBa OOJBHBIX
peructpupytorcs XK3J, npuuem 40% u3 Hux - 4dacteie. Y OonbHbIXx ¢ [IMK 06e3
MUTPAJIbHOM PpETrypruTaliii HMX YacToTa cocTaBisieT Toiubko 3%. IIpencepansie
HapylIeHUs pUTMa Takke dvamie peructpupyrorcs npu IIMK ¢ remoanHamudecku
3HAUUMOM MHUTpPaAJIbHOM peryprutamuer. B 3ToM cilydae BO3HUKHOBEHHE
DKCTPACUCTOJI CBA3BIBAIOT C PA3APAKEHUEM PETYPIUTUPYIOLIEN BBICOKOCKOPOCTHOU
CTpyel CyO3HIOKAapIuaTbHBIX YYacCTKOB JIEBOTO MpEACEepIus C pa3BUTHEM OYaroB
AKTOIMHUYECKON aKTHBHOCTH.

Bonpmioil uHTEpEC y KapAWOJIOrOB BBI3BIBAET CHUHAPOM  YIUIMHEHHOI'O
uHTepBasia Q-T. J[aHHBIM CHUHAPOM KAaK BO3MOKHBIM MPOTHOCTHYECKUWA KPHUTEPHUIl
BHE3alIHOM CMEPTU ONHKCAH BO MHOTUX HCcienoBaHusAX y mnanueHtoB ¢ I[IMK.
YacToTa ero BapbHpyeT B MIUPOKHUX IMpEAeTIax U 3aBUCUT OT NPUMEHAEMOT0 METOAA
nuarHoctukd - OKI' mokos, xonatepoBckoe MouutopupoBanue IKI, TecTel ¢
¢bu3nYecKoi HArpy3Koi, CHOCOOCTBYIOIIME TPOSBICHUIO JIATEHTHBIX (opM

ymmHeHHoro untepsana Q-T. Yacrora yanuaenHoro unrepsaia Q-T y aun ¢ [IMK
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npu peructpaunn OKI' mokos cocraBisteT ot 2,5 1o 26,6%, mpu XOATEPOBCKOM
MoHutopupoanuu OKI' ona yBenmuusaercs 10 35,7%, pu cTpecc-TECTUPOBAHUU -
no 41,6%. Csenenust o yactote HapyuieHu putMma cepana y jgun ¢ [IMK u
YIJIUHEHHBIM UHTepBaJIoM Q-T MpOTUBOPEUMBBI, YTO TAKKE MOXKET OBITH CBA3AHO C
pa3IMYHBIMUA  METOJAaMHM €ro BbISBJIECHHS UM oOleHkW. Kak npaBwio, 1pu
WCIIOJIb30BAaHUU ISl OLIEHKW MPOAOKUTENbHOCTH uHTepBana Q-T y OonbHBIX ¢
IIMK cranpaptHyro OKI', He oTMeuaeTcsi B3aMMOCBA3M YMJIMHEHUS HWHTEpBajia C
HapylmieHusIMH  putMa  cepaua. Ilpu  BBINIOJIHEHWMM )K€  XOJITEPOBCKOIO
monutopupoBanuss OKI' u TectoB ¢ (dusmueckoil Harpy3kod mosydarorcs
pEe3yAbTaThl, YKa3bIBAIOIIME HAa NPSIMYI 3aBUCUMOCTh YacTOTBI M XapakTepa
BBISIBIIIEMBIX HapyLIEHUH pUTMa cepaua, B ToM yucie KD BBICOKHMX Ipajaluii, OT
creneHu  yanuHeHuss  uHTepBaina  Q-T,  oOycrnoBieHHoro  aucOanaHcoM
CUMITATHYECKOTO OT/ENa BEr€TaAaTUBHOW HEPBHON CUCTEMBI.

B nocnennee Bpemsi Oonbllloe BHUMaHUE YIEISETCS H3YUYEHHIO CHHIpOMA
panHedt penonsipuzauuu kenynoukoB (CPPX). Knunuyeckas TpakToBKa 3TOTO
CUHJpOMa HEOJHO3HAYHA, TOCKOJIBKY OJJHU aBTOPbI PACCMATPUBAIOT €0 KaK BapUAHT
HOpMBI, Jpyrue - Kak pe3yJbTaT HEeCTaOUIBbHOTO  (DYHKIIMOHMPOBAHUS
JOTIOTHUTENIBHOTO aTpUO(aCHUKYISIpHOTO TpakTa. OTMEUeHO, YTO y OOJIBHBIX C
cepreuHo-cocynuctoit naronoruet npu Hanuuuu CPPXK, ctabunbHble HapyuieHus
puUTMa ceplua, B TOM YHUCJIE MapOKCU3MallbHas HaJKEIyJO4YKOBas TaXWUKapaus,
BCcTpevaeTcs B 2,4 pasza yamie, 4yeM npu ero orcyrctBu. Y jun ¢ [IMK srtor
aneKTpokapauorpadgudeckuii peHoMeHn ooHapyxuBaercs B 12,5-35% ciyuaes.

C Oonbmoit yacrotoit y 6onpHbix ¢ [IMK oTmeuaroTcsi Hecnenupuyeckue
HapylIeHUs  pENoJsIpU3aLUU. [lpyurna  HecnmenupUUECKUX  HapyLICHH
penomsipuzaunu ipu IIMK 1o koHma He sicHa. BonpmIMHCTBO uccieaoBaTenei
CBSI3BIBAIOT 3TH HAPYILICHUS PENOJSPU3ALMKU C aJAPEHIPTUYECKUM JucOaIaHCOM U
TUIEPCUMITATUKOTOHUEN.

[Iporuno3 mpu [IMK B nenom GmaronpusiTHbIA, U y OOJIBIIMHCTBA JETEH He
BO3HUKAIOT HAPYIICHUS (PU3NYECKOTO M ICUXOMOTOPHOIO Pa3BUTHUS WM KaKue JU00

CCPBC3HBIC HpO6JICM]':>I CcO 300POBbEM. B HaCTOALICC CymCCTBYCT
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muddepeHurpoBaHHBIM TOAX0 K oleHke nmporHo3a teyeHus [IMK. Drto cBszano ¢
BO3MOKHBIMH ocnoxkHeHusiMu [IMK un, mpexne Bcero, ¢ NOSIBIEHUEM IPU3HAKOB
HEJIOCTATOYHOCTH MUTPAJIBHOTO KJIAllaHa, PA3BUTHUEM WM YTSKEICHUEM HapYLICHUM
PUTM CEpJilla, BO3MOKHOCTHIO HACIOCHUSI UH(PEKIMOHHOTO HAOKApJUTA, CIydasiMU
BHE3aITHOW CEpACYHONM CMEPTH U OCTPOM JIEBOXKETYIOUYKOBOM (JIE€BOIpPEICEPIHON )
CEpACYHOM HENOCTAaTOYHOCTH NP OTpbIBE XOpA. lIporHo3umpyss BEpOATHOCTH
pPa3BUTHUA OCIIOKHEHUM, CIEAYyET YUUTHIBaTh Haauuue U teueHue cuHapoma [IMK y
POJICTBEHHUKOB, CIIydyal BHE3AlHOW CEpPACYHOM CMEPTH CpEeau HUX, HAPYLIEHUU
puTMa cepiana, HHPEKUUOHHOTO »HHAoKapAuTa. lIMeer 3HayeHUE U XapakTep
npossienuit [IMK y peOenka: HeMOW WM ayCKyJIbTaTUBHBIM BapUaHT, CTENEHb
nponabupoBanus Ha DXOKI', xapakTep penoasipuzanuu, HapylueHU puT™Ma cepaia
n ynnuHenue uHTepBana Q-T wa OKI, xonmuucTtBO (DEHOTHMUYECKUX POSBICHUN
IUCIIIA3UU COETMHUTENBHON TKaHU, CIydaul CHHKONAIbHBIX COCTOSTHUM.

Jpyroii pacrnpoCTpaHEHHON aHOMAJIMEW COEOUHUTEIbHOTKAHHOTO KapKkaca
cepaua sBIsAOTCsA JIokHbIe Xopabl (JIX). B oTinvunMe OT MCTHUHHBIX XOpJ, OHH HE
CBSI3aHBI CO CTBOPKaMHU aTPUOBEHTPUKYIISIPHBIX KIIAMMAHOB, a KPETSTCS K CBOOOIHBIM
CTEHKaM KEITYT0YKOB.

B mureparype tepmun «JIX» mMeeT MHOrouMcieHHble CMHOHUMBI. Tak T.M.
JomHunkas u coaBT. B 1988 vroagy mpemnoxuin TEPMUH «AHOMAJbHO
pacloyioKeHHAsi XopJlla», JpYrue aBTOpbl TMpejuiaraloT 0003HadyaTh HUX Kak
«nonoHUTENbHBIE Xopael» (Perry L.W. et al., 1983), abG0epaHTHbIe TSKH WIH
JIO’KHBIE CYXOKHIIHS.

BriepBbie aHomanbHble (PUOPOMYCKYJIApHbIE NMy4YkKH ObuUTM omucanbl B 1893
rony W. Turner mpu ayToncuM M pacCMaTpuUBAIMCh Kak BapuaHT HOpMBL. JIX
OTHOCHUTEJIBHO HENABHO CTAJIM paccMaTpUBATHCS KaK pE3yJlbTaT T'€HETUYECKOIO
nedeKkTa UM HapylieHuil sMOpuoreHesa, U Kak OJHO M3 MPOSBICHUNM CHHIPOMA
CTHC. T'enernueckass AeTEpMUHUPOBAHHOCTH JIX MOATBEp)KOAETCS TEM, YTO HUX
tonorpadust B TmosiocTH JeBoro skenymouka (JIDK) y nmeret u poauteneit B
OOJIBIIMHCTBE CIIy4YaeB UACHTHYHA.

B o6mieit monynsuun yacrtota JIX konebdnercs ot 0,5 mo 3,4%. [lo manHbIM
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narosioroaHaromuueckux uccienopanuii JIX Bcrpeuvarorcsa y 17,0% HaceneHus, mno
JTaHHBIM 3xokapauorpadpun y 0,5-68%. Takoe HECOOTBETCTBUE YACTOThI BBISIBIICHUS
JIX no nanubim ayroncuu U1 OXOKI' u 3HaunTENbHBIN pa3dpoc pe3yabTaTOB YaCTOTHI
onpenenenuss JIX meromom DXOKI cBuaerenbcTByeT 00 OTCYTCTBUU €IIMHOTO
METOAUYECKOr0 MOIX0/Aa B JUATHOCTUKE ATUX aHOMAJIU K.

B nutepaType npeanararoT BBLAENATH JIOKHBIE XOPAbl U IICEBIOMBILIEYHBIC
My4YKH  (JOMOJIHUTENbHbIE TpaOeKyibl, aOOepaHTHbIE IYyYKH, aHOMAaJbHbIC
Tpabekysbl). OCHOBHBIM OTJIMUKMEM JIX OT NCEeBAOMBIIIEYHOIO My4YKa SIBISETCS €€
BBICOKAsl YJIbTPa3BYyKOBasg IUIOTHOCTh W HHUTEBUAHAS (opma (NCEeBIOMBIIICYHBIN
My4OK OOBIYHO BepeTeHOOOpa3HON (HOPMBI C NIMPOKUM OCHOBAHUEM M IJIOTHOCTHIO
OJIM3KOM K MIOTHOCTH MUOKapaa). OgHako B pslie CIy4aeB HM3-3a BapuaOEIbHOCTU
4yyucia, CTPOCHUS, pa3MEPOB MANWLIAPHBIX MBI U UX T'OJIOBOK CJIOKHO OTJIMYUTH
NAMWUISPHYIO MBIIIIY OT JOMOJHUTEIBHOIO MBIIIEYHOTro oOpa3oBaHus. B cBs3m ¢
TUM HE BCErJla BO3MOXKHO HJICHTHU(PUIMPOBATH BHYTPUKEITYIOUYKOBYIO MEPETIKKY
KaK XOpJly WU TpabeKyily, 4To, MOATBEPKAAET LEIecO00pa3HOCTh UCIOJIb30BaHUS
yHUBepcaibHOro TepmMuHa — JIX kak ¢ wMopdosoruyeckod, TaKk H C
(GYHKUMOHATBHONW TOUYKHU 3PEHUS.

B rporecce AMOPUOHATBHOTO KapJIuoreHesa ne(UHUTUBHBIC
aTPUBEHTPUKYJIAPHBIE KIIAIMAHbl MPOUCXOISIT YaCTUYHO U3 ME3EHXHMbI U YaCTUYHO
M3MBIIICYHON TKAHM KEIYJT0OUYKOB. BBICTHIIKA JKENy0YKOBOM MBIILIILI 00pa3yeTcs y
KaXJIOrO0 aTPUBEHTPUKYJISIPHOTO OTBEPCTHUS, BO3HKAas M3 aTPUBEHTPUKYIISIPHOTO
COCJIMHEHHUS, U MPUKPEIUIAETCA K CTEHKE JKEeIYyJ0YKOB TpaOeKynaMu. DTU TpaOeKyIbl
TpaHCHOPMHUPYIOTCS B CYXOKHJIbHbIE HUTH M MANWUISIPHBIE MBIIIIBL. XOpJadbHbIe
HUTH CHA4YaJla TOJICThIE, MYCKYJIMCTbIE M MAJIOYUCIEHHBIE, B MPOLECCE PA3BUTHUSA
npeoOpa3ytoTcsi B TOHKUE (PrUOpPO3HBbIE MYUYKH.

B pesynbrare nucsaMpuoreHe3a, OOYCIOBIEHHOTO MYIbTH(AKTOPHBIMU
NpPUYMHAMH, WM TEHETHYEeCKUM Je(EeKTOM pa3BUBAIOTCS JAMCIUIACTUYECKUE
MPOLIECCHI B COEIMHUTENBHOM TKAaHW, B TOM YHUCIE U B COECAMHUTEIBbHOTAHHBIX
CTYKTypax cepaua. ['eHeTnyeckuil aHaJIn3 MO3BOJIMIIM BBIIBUHYTH MTPEIAIIOIOKEHHUE O

TOM, 4YTO JIX KCIIYOAOYKOB cepana HACICACTBCHHO OIPCACICHBI W HMCIOT
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KOHTPOJIMPYEMbIA OJHUM T€HOM ayTOCOMHO-IOMHWHAHTHBIA THUIl HacieaoBaHus. B
mpolecce 3MPUOHAIBHOrO Kapauorenesa JIX ikenmymouykoB oOpasylorcs U3
BHYTPEHHETO MBIIIIEYHOTO CJIOS CepJlla, MPU OTIIHYPOBKE COCUKOBBIX MBIIIIII,
MOATOMY COJIEpKaT, KPOME COCIUHUTEIILHON TKaHU, U MBIIICUYHBIC BOJIOKHA, a TAK)KE
KJIETU MPOBOJIAIIEH CUCTEMBI CEpIia.

CornacHo MOP(OJIOTUYECKOMY HCCIEOBAHUIO BBIIEISAIOT TPU BapuaTa XOpA:
¢budpo3ubie, GUOPO3HO-MBINICUHBIE U MbIlIeuHbIe. TommuHa Xxopa Bapsupyet oT 0,3
10 2,3 mM. Yem Todiie Xxopaa, TeM OO0JIbIIIE B HEM MBIIICYHBIX JIEMEHTOB.

B 95% JIX pacnosaratorcsi B MOJOCTU JIEBOTO XKENyAouka, B 5% - B MOJIOCTH
MPaBOro >KeNyA0uKa, elle peke B MOJOCTSAX MPaBOro MU JieBoro mnpeacepauit. OHu
MOT'YT OBITh €IMHUYHBIMU U MHOXXECTBECHHBIMU. B 3aBUCHUMOCTH OT pacroioKeHHs B
MOJIOCTU CEP/Ilia BBIJICSIOT AUaroHalIbHbBIC, MONepeYHbIe U PO 1osibHbIe JIX.

JIX Heckonpko mpeobianarT y Jull Myckoro nona (17,1-61% ciydaeB) mo
CpPaBHEHHUIO C JIUIAMHU KEHCKOTO Mos10BoM npuHamiesxknoctu (17-30% cinydaes).

Knuaundeckoe 3Hauenue JIX octaeTcsi HE BIIOJHE SICHBIM U UX BBISIBJICHUE HE
COTPOBOXKIACTCS KAKOW-IMOO CUMITOMATUKOW. JIEHCTBUTENBHO, O KIMHUYECKOU
3HaUMMOCTH JIX HE cleyeT TOBOPUTH B OTPHIBE OT XapaKTEPUCTUKHU BHIPAKEHHOCTH
cungpoma JICT u BHyTpucepaeunoit tomorpaduu cammux JIX. K ocobeHHOCTSIM
KIIMHUYECKON KapTuHbl y Jmn ¢ JIX OTHOCATCS Kapauaiaruu, cepAllecOueHus u
nepedbon B pabore cepaua. Kpome TOro, y HUX BCTpedYalOTCs KajloObl Ha
MOBBIIIEHHYIO cJa00CcTh U yTomiiseMocTh (38,9%), roloBOKpY:KeHHUSI U OOMOPOKHU
(12,5%), 9yBCTBO HEXBAaTKH BO3/lyXa M OJIBIINIKY MpPHU 3HAYUTEIbHON (HU3NUYECKOU
Harpyske (15,3%). IlepeunciieHHble TPOSBICHUS OTKJIOHEHHM OT HOPMBI
CBUJICTEIICTBYIOT O HAJMYUU BET€TATUBHOM IUCTOHUHU Yy Takux OoJbHBIX. Kpome
TOTO, Y HUX OTMEYAeTCsl CKJIOHHOCTh K HOCOBBIM KPOBOTCUEHHSIM, PEkKE K JIETKOMY
00pa30BaHUIO CUHSIKOB, YTO MOKHO paccMaTpUBaTh KaK reMOpparuuecKuii CHHIPOM,
CITY Kallluii MPOSIBIICHUEM ME3E€HXUMaJIbHON TUCIUIA3UH.

Jluna ¢ JIX wuMerT Mapkepbl «ci1abocTh» COSAUHUTEIBLHOW TKaHU
(TIockocTonue, rPblKK, aCTEHUYECKOE TEJIOCI0KEeHNE, KU(OCKOIN03, aCTEHUYECKOe

TCIOCIOXKCHHUEC, MHUOIINIO, TaneO6p0HXI/IaJ'H::Hy}O JUCKHMHC3UIO M HCAOCTATOYHOCTD
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BEHO3HBIX KJIAIIAHOB).

W3ydeHne aycKynbTaTUBHOW KapTWHBI JIX Hadaioch CpaBHUTEIBHO HEIABHO.
W. S. Roberts B 1969 rogy nmokasas, 4To NpUYMHON MY3bIKAJIbHBIX IIYMOB MOXET
OBITh JIOXKHOE CYXOXKUJIBE, €CIIM OHO JISKUT Ha MyTAX OTTOKA JIEBOTO XKemyaouka. JIX
HEPEIKO CIyXaT TPUYNHOW AaKIUJACHTAIbHBIX «HEBHUHHBIX» IMIyMOB Yy JeTed u
B3pocibiX. CoxpaHsisi MpU3HaKu (QYHKIMOHAIBHOCTH, IyM mpu JIX mmeer cBou
0COOCHHOCTH: YCHJIMBAETCS MpH (HHU3HUECKON HArpy3Ke U cBs3aH ¢ | TOHOM B ciydae,
€ClIi XOpJa TMPHUKPEIUIAeTcs K OAHOW W3 MaNmWUIAPHBIX MBI, Yem Onmxke K
BeixomHoMy otneny JDDK waxomwres JIX, TemM BbIle WHTEHCUBHOCTh H
MY3BIKQIBHOCTh CHCTOJIMYECKOTO IIyMa. MHOKECTBEHHBIE XOpIBbl MOTYT OBITH
OPUYUHOW  CHCTOJIO-TUACTOIMYECKHX  HHU3KOYACTOTHBIX  IIIYMOB,  KOTOpPBIC
npUOOpETAIOT OTTEHOK opraHmueckux. ONpeneneHHYI0 pPojb B MPOUCXOXKICHUU
cUcTonMyeckux ImymMoB mpu JIX y nereit urparoT aHaTOMO-(PU3NOIOTHYECKUE
OCOOCHHOCTH: YCKOPEHHE TOKa KPOBH, BCIEACTBHE YETO CHIDKACTCS JIaMHHApHas
COCTaBJISIIONIAST TIOTOKA C yBEIMYCHHEM CTETNEHH TYpPOYJIEHTHOCTH, PACIOJOKEHUE
cepaiia B TPYIHOHN KIeTKe, PU3NOIOTUYECKUE BapUAHTHI COOTHOIICHHS CEepACUHBIX
MOJIOCTE M HEpOBHAs TpaOeKyNspHas BHYTPEHHsISI MOBEPXHOCTH Kamep. CraObiM
mymoo0pasymuM  3PdhexToM  00JagaloT  anvKajdbHbIE TOTEPEYHbIC  XOP/IbI,
Tomorpa)u4ecKd  OTAAJCHHBIE OT JIEBBIX BHYTPUCEPJCYHBIX IOTOKOB, HE
nepopmupytomiue nmonocts JOK u nmpogonsueie JIX, pacnonoratomniuecs napauieabHO
BHYTpHUCEPCYHBIM MoTOKaM. CpenuHHo-monepednbie JIX, pacmonokeHHbIe OInKe K
MUTPaJbHOMY M AOpPTAIBHOMY TMOTOKaM M TMEPHEHAMKYISIPHO WM, (OPMHUPYIOT
rpyObIif IO TeMOpY, TpeXOaJUThbHBIN 1TyM, KOTOPBIH YCHIIMBAETCS Tocie (pu3ndecKkoi
Harpy3Kd MPaKTHYECKU y BCEX MAIIMEHTOB.

B 1ienom 3BykoBasi cumntomMatrka rnpu JIX ompeaensercst ¢ 0JJHOI CTOPOHBI X
Tomorpa)u4ecKuM BapHaHTOM, a C JAPYrod - HX KOJIHMYECTBOM M DXOTCHHOM
TUTOTHOCTBIO.

OcHoBHOe KIMHUYECKoe 3HaueHue JIX 3aKao4aeTcs B TOM, YTO OHH SIBJISIFOTCS
OJTHOW W3 BO3MOXKHBIX MPUYMH BO3HUKHOBEHUS apUTMUU. BriepBbie apuTMOTEHHYIO

poib JIX nokazanu B cBoeM uccienoBanuu H. Suwa et al., 1984, obnapyxus JIX B
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56% y nanueHToB C MPEKAECBPEMEHHBIMU KEIIYAOUYKOBBIMU COKpameHusIMA U 'y 20%
C MApOKCU3MAIbHBIMU >KEIIYAOYKOBBIMU TaxWKapAusMHu. DTa padoTa MOCTyKuia
CTUMYJIOM IS TAJIbHENIINX UCCIIEAOBAHUN AJIEKTpOoreHe3a Muokapaa y sy ¢ JIX. B
NEepPBYI0 ouepelb ATO OTHOCUTCS K BpoxaeHHoMy OKI'-peHomeny: cunapomy
MPEXKIEBPEMEHHOTO BO30YKJIEHUS JKENYI0YKOB, KOTOPBIA Hallle MPOSBISETCS IMpU
JIX B Bune dbenomenoB WPW wmiu CLC u 3HaUMTENbHO peke B BHJE CHUHIpPOMA
WPW. D10 CBS3bIBalOT C MPOAOJBHBIM pacnojiokeHueM JIX ©u BO3MOKHBIM
HaJU4YMEM B HHUX BOJIOKOH MPOBOJAILIEH cucTeMmbl cepauna u kinetok Ilypkunse. B
pesyaprare 3toro JIX cayXaT JONOJHUTEIBbHBIMH NYTSIMH YCKOPEHHOTO
aTPUOBEHTPUKYJSIPHOTO MPOBEICHUS UMITYJIbCA MPU HATSHKEHUU XOPJbI B MO3IHIOO
IUACTONy C BO3MOXHBIM (YHKIMOHMPOBAHMEM MEXaHU3Ma TMOBTOPHOTO BXO0Ja
BO30YXeHus (re-entry).

CPPX mnpu JIX BeisiBisiercs 'y 72% nereit m noapoctkoB u y 17,0-84,9%
B3poCIbIX. bonbias BapuabenbHOCTh JAHHOTO CHHIPOMA 3aBUCUT OT PACIONOKEHUS
xopa: npu nonepeynoit JIX - B 17-25%, npu npoponsHol - B 75% citydaeB. ITOT
CUHAPOM paccMaTpUBaeTCAd KakK MPOSIBICHUE HECTAOMWIBHOTO (DYHKIIMOHUPOBAHUS
JOTIOHUTENIBHOTO aTpUO(PaCHUKYISIPHOTrO TpakTa. BO3MOXHO, 4YTO NpOBEIECHUE
uMItyabsca no JIX omepexaeT BHYTPHUIKETYAOUYKOBOE NMPOBEAECHUE, CIECICTBUEM YETO
ABIIAIOTCS OoJiee paHHee BO30YXKIIEHHE OTAENbHBIX YYacTKOB MHOKapja u Ooiee
pPaHHHUA BBIXOJ U3 HEro ATUX YYacTKOB. KOCBEHHBIM MOATBEPKIACHUEM JTOMN
TUNOTE3bl CAYKUT TOT ¢akr, urto y nun 06e3 CPPX nocroBepno wame JIX
pacronaratoTcs IOINEpPEeYHO, T.€. HUMEKT TOYKM NPUKPEIUIEHHS BIald OT
MOJIKJIAMIAHHON YacTU MEXOKENYI0YKOBOM MEePEeropojiku, Ii€ Pa3BEeTBIACTCS OOIIUA
CTBOJ ITyyka [ uca.

CampIMHu pacnpOCTpaHEHHBIMM HapyIICHUSIMU puTMa npu JIX ABIAOTCSA HAn-
U JKENyAO4YKOBbIE OHKcTpacuctoinu. OHu BeTpewatroress B 15,8-32% caydaes.
AputmoreHHocTh JIX 3aBUCHT OT JIOKajdu3alMd, HANpaBICHUS W  MECT
npukperieHus. Tak mpu BEpTUKAIBHOM, NPOJOJIBHOM pacnojioxkeHun JIX gactora
XKD pocturaer 46%, B TO BpeMs Kak IpU IHATOHAJBHBIX U TOMNEPEUYHBIX - HE

npesbimaetT 29% u 25% coorBercTBeHHO. Enunuunbie JIX 3HAYMTENBHO peEXKe
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BBI3BIBAIOT HAPYILICHUSI pUTMA CEP/illa, YeM MHOKECTBEHHbIC. BO3MOXKHBIN MEXaHU3M
BO3HUKHOBEHUS apUTMHI npu 3TOM CBSI3aH C M3MEHEHUEM
ANEKTPOPU3UOJIOTHIECKUX  CBOMCTB  TJIAJIKOMBIIICUHBIX  KIJIETOK, BCIIEJCTBHE
nedbopManuu  XopJa TYpOYJEHTHBIM TOKOM KpPOBU H3-3a HX aHOMAaJIBHOIO
PacCMOJIOAKEHHS Ha MyTH OTTOKA KPOBHU.

Nmeercs B3aumocBs3p Mexay JIX U KenyJ0uyKOBOW apUTMUEN. Y CTAHOBIIEHO
Hanuuue JIX neBoro xenynouka y 75% OONBHBIX C KETYJTOYKOBBIMU APUTMUSMH.
Tak, M. Suwa et al. coobmarT o 30-metHeM MyxuuHe, ¢ 17 JeT cTpajaroliuM
PELMAMBUPYIONIMMHU  TMAPOKCHU3MAaMHU  JKEJIYJIOYKOBOM  TaxWKapJIuHu. [Tpu
WCCIIeIOBAHUM €IMHCTBEHHOW BBIABICHHON aHOMaiueil Obuia JIX B mMosocTH JeBOro
xenynouka. llocne ee ynaneHus NAapOKCU3MBI JKEIYJOYKOBOM TaXWKapauu HeE
pELMANBUPOBAIIH.

OtMeuaercst B3auMOCBsI3b Mexay JIX u ubpumisuuen >KemymaouykoB. Y
OOJIbHBIX, TMEpEeHeCHNX (UOPWIIALNIO KETyJT0YKOB, dYalle BCTpedaroTrcs mo 2-3
xopasl (70% u 2%, COOTBETCTBEHHO), UTO CBSI3BIBACTCSI C BO3pAaCTaHWEM KOJHUUYECTBA
MOTEHIIMAJIBbHBIX  AKTONMMWYECKMX  OYaroB, YBEIMYMBAIOIIUX  AJEKTPUUYECKYIO
HECTaOMJILHOCTh MHOKap/Ia.

YbTpa3ByKOBOE MCCIEAOBAHUE CEpJlla ABISETCS OCHOBHBIM HEWMHBA3UBHBIM
METOJIOM MPUKU3HEHHOTO BhIsBICHUs JIX kemyaoukoB cepaua. [nga Busyanusamnuu
JIX xkenynoukoB cepana asyxmepHoe IXOKI' nccneqoBaHue BBITIOTHAETCS U3 TPEX
OPTOTOHAJIBHBIX MPOEKIMH C UCIIOIB30BAHUEM MPOJIOJIBHBIX U MONEPEYHBIX CEUCHUH,
CTaHIAPTHBIX W HECTAHAAPTHBIX JOCTYNMOB W mpoekuuil. JIX kelyqoukoB cepana
BU3YIM3UPYIOTCSI B BHUJE OXOIUIOTHBIX TOHKHMX JIMHEHHBIX OOpa3oBaHUM, HE
MMEIOIIMX CBA3U C KIAMaHHBIM ammaparom cepamna. B yuactkax kpersenus JIX k
CTEHKaM JKEJYJOYKOB MOXET OTMEYaThbCsl YCWICHUE OXOIUIOTHOCTH TKAaHHU,
CBSI3aHHOE, BEPOSATHO, C JIOKAJIbHBIMH y4acTKaMU runeptpodun Muokapzaa, 0COOCHHO
npu kpernenun JIX oxenygoukoB cepana kK 3aagHed  crenke JDK um K
MEXOKETyI0uKoBoi  meperopoake. [Ipu  1BetoBoit  gomruiepkapauorpaduu
BBISIBJISIETCSl YCKOPEHHE KPOBOTOKA MO Xoay JIX v BOIM3U y4acTKOB €€ KpemeaeHus K

CTCHKAM JKCITYIOYKOB.
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COEJIMHUTEJIbBHOTKAHHAS JUCITJIA3US PECITUPATOPHOU
CUCTEMBI

['eneTnuecku AeTEPMHUHUPOBAHHAS HEJOCTATOYHOCTb COEIMHUTEIBLHON TKaHU
IpeapacroyiiaraeT K pa3HOOOpa3HOW NATOJOTMM OpPraHOB JIBIXaHUS U MOMKET
COMPOBOXKATbCA AUCHYHKIMEH OPOHXOJIErOYHOW CUCTEMBI, OJTHUM U3 NPOSBICHUN
KOTOPOM SABJISIETCA SKCHUPATOpPHBIA cTeHO3 Tpaxeu. B 1949 rony, a 3atem, B 1953
roay J. Lemonie BrepBble moApoOHO OMHUCaN SKCHUPATOPHBIA CTEHO3 Tpaxeu Moj
Ha3BaHUEM «TpaxeoOpOoHXHalbHas TUIIOTOHMS». B nutepaType umerorcs paziuyHbie
HA3BaHUS ATOTO COCTOSIHUS: «TpaxeoOpOHXHANIbHAS TUCKUHE3US», «IUCTOHUS Tpaxeu
u  OpOHXOB», <«OKCHUpATOpHAsh WHBarvMHaIMs TEPENOHYAaTOM 4YacTh Tpaxeuy,
«poJIAlIC  Tpaxem», «KOJIMac Tpaxeu U OpoHxoB». Bce 3T0 moapaszymeBaer
MaTOJIOTUYECKOE pacciabiieHne MEMOPAHO3HON YacTH TpaxeH U IiIaBHBIX OpPOHXOB, a
TaK)Xe CyKEHHE MPOCBETA Tpaxeu U KPYMHBIX OPOHXOB BO BpPEMs BBIJI0XA BCIIEICTBUE
poJabupoBaHUs UX CTEHOK. MexaHu3M pa3BUTHs O0YCIOBJIEH TeM, YTO B OpOHXax
KPYIHOTO M CPEeJIHEro Kaaubpa MMEeTcss MOUIHBIM COeIMHUTEIbHOTKAHHBIN KapKac,
YIPYrOCTh KOTOPOTO CHUKAETCS 3a CUET MEPBUYHOM «CIIabOCTH» COEAMHUTEIIbHOU
TKaHu. Mopdonornyeckue N3MEHEHHS PUBOIST K HAPYIMICHUIO () YHKIIUU MBIIIICYHO-
XpSAIIEBOr0 Kapkaca TpaxeoOpOHXHAIBHOTO JIepeBa U aIbBEOJIIPHOM TKaHU, Jenas uX
MOBBIILIEHHO ANACTUYECKUMH. B pe3ynbTare 4ero bopmupyeTcs
TpaxeoOpOHXOMETalusl, TPaXeoOPOHXOMASIMA, OPOHXOIKTAa3HH, a PSAAE CIIy4aeB C
0o0pa30BaHKWEM UIMONATHYECKOTO CIIOHTAHHOT'O MHEBMOTOPAKCA.

OCHOBHBIMH CUMIITOMAaMH TPaxeoOpOHXUALHON AUCKUHE3UH SIBISIOTCA CYXOM
kamenb (100%), 3arpyaunHble O0onu B mnpoekuuu Oudypkaruu tpaxeu (87,3%),
NPUCTYIBI  3aTPYJHEHHOTO JAbIXxaHUs (MOpoM mepexoisuue B YyIAyIIbe) U
KpoBoxapKkaHbe mocie kauuia (47,3 u 13,3%), obmas cinadocts (27,8%). Haubonee
XapaKkTepHble OCOOCHHOCTH Kallisi: mnapokcusMmaibHbil (80%), mpoBolupyercs
¢dusnueckoii U pedeBoil Harpy3koil (96%), TPOJOIKUTEIBHOCTH CBBIIIE IO/
(77,6%), Oonee 3-x mecsiueB B rony (57%), outonaneHbiil (49,1%). Mexanuzm

BO3HUKHOBEHHSI KalllJII OOSCHSICTCS TCM, YTO BO BpCMA Kalllld CTPyd BO3OyXa
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BBITAIKUBAETCA C OOJIBIION CKOPOCTBIO U, MPOXO/s MO0 TPEXEE U KPYMHBIM OpOHXaM,
MO0 3aKOHY bepHy/uIM BBI3bIBAE€T CYXKEHUE TMPOCBETA U BUOPALMIO JUIICHHOU
yIpyroctu Mmemopano3Hoi yactu. Yem Oosnblie paccinabiieHne MeMOpaHO3HOW YacTu
Tpaxeu U OPOHXOB, TeM 0OJIbIIIE BUOPAIIUS U JIAIOIINM Kallleh.

Oppika yacTto mpoBouUpyeTcs ¢Gu3Muecko Harpy3skod. MexaHusMm ee
BO3HUKHOBEHUSI OOYCIIOBJIEH CY>KEHHEM IIPOCBETOB TpaxeW TIJIABHBIX OPOHXOB U
pa3BHUBAIOLIEHCSA B ATHX YCJIOBHUSX ABIXaTEJIbHOW HENOCTATOYHOCTHIO. OOOCTpeHUs
00JIE3HH MOTYT CONPOBOXKAATHCS YMEPEHHBIMH MpPU3aKaMU HeCTeU(PUIECKOTO
BOCHAJIMTENBHOIO Tpoliecca B Buae obuieil crnaboctu (27,8%), cyOdeOpunbHO
temneparypel  (25,5%), mosbimienus COD  (35,2%), nerikonmTo3a (13,9%),
nuctiporenHeMuu (21,8%) u 1.1. Ilpu peHTreHOI0rn4eckoM o0ceI0BaHUU OOTBHBIX
BBISIBJISIETCSL JIMILb YCUJIEHHE COCYAMCTOro pucyska (64,2%) unu ero nedopmanus
(61,2%).

JUIsT OUEHKM CTENEeHU TSANKECTH KHUHUYECKOTO COCTOSHHS OONBHBIX C
TPaxeoOpOHXHAIBHOW JMCKUHE3UEH HCIOIb3YyeTCsl CYMMAapHBIM Oamn TsHKeCTH
KJIIMHUYECKOTO COCTOSIHUS, KOTOPBIM OMNpeneisieTcss ¢ y4eToM MSTH KIMHUYECKHX
napaMmeTpoB no cnenuanbHoi cxeme I1.C. ®@ununenko, T.b. KyumaeBa, kotopsie

npejacTaBiieHbl B Tabauie Ne 6.

Tabnuma 6
O11eHKa CTEIEHN TSHKECTH KHHUYECKOTO COCTOSTHHUS
OOJIBHBIX C TPaxXeoOPOHXUATBLHOU TUCKUHE3UEeH

Kannnueckue | bamipHas XapakTepuCcTUKa KIMHUYECKOTO COCTOSHUS
CHMIITOMBI OIlCHKa
Onplmka 3 Tsoxenas cTeneHs.

Oppllika 3acTaBiseT JejlaTh OCTAaHOBKH IpHU

Xo07p0e Ha paccrosinue okosio 100 MeTpos.

2 Cpennsis CTENEHb TAKECTH.

IlosiBnseTcs HCO6XOI[I/IMOCTB ACJIaTb OCTAaHOBKH
Ipu XOJIB6C B CBOCM TCMIIC IIO pOBHOﬁ

MCCTHOCTH.
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Jlerkas creneHb TSKECTH.
OJIBIH_IKa BO3HUKACT IIpH 6BICTpOfI XO):[B6C 501041

IIpu IOAbEMC Ha HEeOO0IbIIIOE BO3BHIIICHHUE.

0 Her npusnaxa.
Kamenp 3 WM3nypstonuii,  mpucTynooOpa3HbIil  Kallelnb,
4acTO B TEYEHUE JHS.
2 YMepeHHbIN IIEPUOIUYECKUI 15R105
MPUCTYNOOOpa3HbI Kallledb, YacTO B TEUYEHUE
JTHSL.
1 YMEpEHHbI NEPUOAUYECKUN Kallellb, PEIKUE
AIU30/1bl B TEYEHUE JTHS.
0 OTcyTCcTBHE KA.
MokpoTa 3 ['noitnas Mmokpota (HerTpodunoB 25% u Gosee B
0JIe 3pEHus).
2 Cnuzucro-rHOMHAss ~ MOKpoTa  (HEUTpoduioB
MeHee 25% B 1moJie 3peHust).
1 Cinuszucrasi MOKpOTA.
0 Her npusnaxa.
ITpuctynsl 1 Hanuuue npuctynoB yayuibs.
YAYLIbS 0 OTCyTCTBHE MPUCTYIIOB YIYIIbS.
KpoBoxapkanbe 1 Hanuuue kpoBoXapKaHbsl.
0 OTtcyTcTBHE KPOBOXapKaHB.

[Ipu TpaxeoOpPOHXOCKONUU B OOJACTH WHBAarMHAIMKA OECXPAIICBON CTECHKH
ONpEENSIOTCS NPHU3HAKU KaTapalbHOro Bocnanenust ciausuctoid (83%). B 5,5%

BBISIBJICHA HCAOCTATOYHOCTH XPALMICBOI'O KapKaCa B BUAC YMCHBIICHHA IICPUMCTPA

XpSLIEH.

VY nereii ¢ npusHakamu JCT pecnupaTOpHOM CUCTEMBI MPU ONPEACICHUU
(YHKUMM BHENIHETO [bIXaHWS YacTOTa BBIABICHHS YMEPEHHOW OOCTPYKIMM Ha

YpOBHE Tpaxeu W KpYymHBIX OpoHXOB cocrtaBiseT 53,7-60%, mpu OTCYTCTBHHU
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OOCTPYKTHUBHBIX HapyIIeHUH TMpeodiagaeT CHIKEHHE TIOoKa3aTelell CKOpOCTH
BO3JIYIITHOTO TTOTOKA HaYaIbHOUM yacTu ¢hopcupoBaHHOro Bbigoxa (68,1-79,4%). [lpu
aHanm3e (GopMbI KPHBOU «IIOTOK-00HEM» OTMEUCHO:

l. I'pybast nedopmanust kpuBoil (OPCUPOBAHHON KU3HEHHOM EMKOCTHU
nerkux (OXEJI) ¢ nosiBjeHneM TOMOJHUTEIBHBIX BOJH (79,8%).

2. OTtcyTcTBHE MKKA U HATUYKE «IU1aTo» (46,8%).

3. [losiBnenue ray0OKMX oOTpuuATENbHBIX 3yOHO0B (22,3%). Kpome Toro,
I TPaxeoOPOHXHUABHOM TUCKHHE3UH XapaKTepeH mapaloKCanbHbIN 3P PeKT mpoOsI
c 6epOTEKOM.

CoBpeMeHHbIE TpeACTaBICHUsT O maTtoreHe3e OHMmbpuzembl Jerkux (DJI)
CBUJICTEIILCTBYIOT, YTO CJIOKHBIC B3aUMOJICUCTBHUS MEXKIY KOMILIEKCOM 3K30TE€HHBIX
U DHIOTCHHBIX MOBPEXKAAOIMNUX (HAKTOPOB U CHCTEMOW KIETOYHOW M TYMOpaIbHOU
3alUTHl OPTAHOB JBIXaHHS B KOHEUHOM HMTOTE MPHUBOJAT K MCTOIICHUIO TOCIIETHEH.
PesynpraroM TakuX HEPBHBIX B3aMMOOTHOIICHHWHA  SIBIACTCA  JETHIpaTalus
CTPYKTYPHBIX O€JIKOB CTPOMBI JIETKOTO W TOBBIIICHHAS YKCKPEIUS UX METaOOIHUTOB.
[Tpu 5TOM TIPOAYKTHI AETpajallid CTPOMAIBHBIX CTPYKTYpP JETKOTO CaMU SIBIISIOTCS
TOKCMHAMH JUISI TIPUTOKA HOBBIX MOPIUN KJIIETOK, OOJANAONINX AJIACTOIUTHICCKON
aKTUBHOCTHIO. CyIlIecTBOBaHUE TAaKUX MEXaHMU3MOB JOKa3aHO AKCIEPUMEHTATbHBIMHU
U KIMHUYECKUMHU HCCIeNOBaHUSAMU. [Ipy STOM CTaHOBHUTCS OYEBUAHBIM, YTO TIPU
sMbu3zeMe JIETKUX, COMPOBOXKIAIOMICHCS TOBBIIMIEHHBIM PAaCXOJOM CTPYKTYPHBIX
OCTKOB ~ CTPOMBI ~ JIETKOTO, B  OMNPEACIEHHOM BPEMEHHOM  IPOMEXKYTKE
MaTOJOTMYECKHe M3MEHEHHS MPUOOpETaloT CUCTEMHBINA XxapakTep. [Ipexne Bcero, B
TaKWe TPOIIECCH BOBJICKAIOTCS JIBIXaTENbHBIE MyTH, TJE MPOUCXOIUT MOBPEKICHHE
AIIACTUYECKOT0 Kapkaca OpoHXOB ¢ HapymieHneM ux ¢yHkuuu. [loarBepxaeHueM
CHUCTEMHOCTH TOPa)KEHUS JBIXaTeIbHBIX MyTEH W JIETKUX MpU dMHU3EMe JETKHX
CIIY’)KHT W 9acTO€ €€ COYCTaHHE C JMU3OHTOTCHETHUYECKUMU 3a00JICBAaHUSIMU OPTaHOB
TBIXaHUS.

Takum obOpazom, sMdu3emMa JErKUX UMEET YepThl BTOPUYHOTO CHUCTEMHOTO
MOPAXCHHUS COCTUHUTENHFHOW TKAaHW KaK pe3yNbTaT JUIMTEIbHOW OSKCIO3HIINH

MYJIBTI/I(I)aKTOpI/IaHBHBIX (I)aKTOpOB pHUCKa B BHUIAC CJIOXKHBIX aHaTOMO-
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(YHKITMOHATBHBIX CIBUTOB, XapaKTEePU3YIOIIUX HECOCTOSATENbHOCTh
COCTMHUTEILHOTKAHHBIX CTPYKTYpP PECHHUPATOPOHOIO OT/AENA JETKUX JIbIXaTeIbHbBIX
MyTeH U BCETO OpraHu3Ma B IIEJIOM.

VY nereit ¢ JICT odeHb 4YacTO BBISBISIETCS XpOHUYECKass OpOHXOJIETOYHAs
MaToJIOTUsA. DTOT CHUHAPOM MpU OPOHXOJIETOYHOM MATOJIOTHU BCTpedyaeTcs B 52-
66,7% caydaeB, 4YTO 3HAYMUTENIbHO TIpeBbINaeT nomyssunuonHsie (9,8-34,3%) u
MOATBEPKAACT €ro pPoJib B Pa3BUTUM OpOHXO00OCTpyKIMH. W3 KIMHHUYECKUX
OCOOCHHOCTEH OpPOHXHAIBHOW aCTMbl y ATOTO KOHTHHITE€HTA JIETEH OTMEYaroTCs:
BEereTaTUBHAs  OKpacka TMPHUCTYINA, BBICOKUM  yACHBHBI  BEC  aHOMAJIMM
OpOHXHMAJBLHOIO JepeBa M MaJlbIX aHOMAJIUN pa3BUTUS CEPIllA, Pa3BUTHE JIETOYHOM
TUNIEPTEH3UH, MPEUMYIIIECTBEHHO MPOKCUMAJIBHBIA XapakTep OpOHXOCIHa3ma, MaJjlblid

OTBCT Ha 6pOHXOCH33MOJII/ITI/I‘ICCKI/Ie pcraparnl.

COEIMHUTEJIbBHOTKAHHASA JUCITUIA3MSA OPTTAHOB
MOYEBBIJIEJIUTEJIBHOM CUCTEMBI

K nucnmacTudeckMu M3MEHEHUSM CO CTOPOHBI OPraHOB MOYEBBIICIUTEILHON
CHUCTEMBl OTHOCSTCS He(pOnTo3, aTOHUA YalIeYHO-JIOXaHOYHOU CHUCTEMBI,
opTOoCTaTUYecKasi MPOTEUHYPHS, TOIUKHCTO3, IUBEPTUKYJIE3 MOYEBOIO ITy3bIpS,
nucMetabonudeckass HedpomnaTvs, TUIEPOKCUIIPOJUHYPHUS, pa3IUYHbIe aHOMAJIUU
pa3BUTHSA, TECHEPAIM30BaHHbIE MEMOpPAHOMATHH, BO3HHUKIINE H3-3a JEreHEepaliuu
KoJulareHa C TPEUMYIIECTBEHHBIM TOPaXXEHUEM TJIOMEPYJSPHBIX Oa3albHbBIX
MeMOpaH, TUIOIUIa3Us MOYEUHONW apTepUH, MHOKECTBEHHBIC aHEBPU3MbI MTOYECUHBIX
cocynoB. B mopdonmornueckoMm TOHUMaHMM JHCIUIA3Us TMOYEK — TIOPOK
mudGepeHIMpOBKM  HEPPOTreHHOW  OjacTeMbl C  3aIEpKKOW  pa3BUTHS U
MEPCUCTUPOBAHUEM OSMOPHUOHABHBIX CTPYKTYp TJIOMEPYJd U NPUMHUTHUBHBIX
KaHanblleB. [Ipn 3TOM aOCOMIOTHBIM MPU3HAKOM IMOYEYHOM MHUCIUIA3UU CUUTACTCS
HaJu4ue Xpsila U Me3eHXuMbl. Mopdooruueckoe uccie0BaHUE OMONTATOB MOYEK
MIPOYHO BOIILJIO B KIMHUYECKYIO MPAKTUKY Hedpomoruu. [Ipu anamuze pe3ynbraTtoB
TUCTOJIOTHYECKUX MTpernapaToB ObLI0 00palieHO BHUMAHUE HAa CBOCOOPAHYIO KapTHHY

IpU JIATEHTHO NPOTEKAOMMX Hepputo-nonoOHbIX 3aboneBanuil. Ha ocHoBanun
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KIIMHUKO-MOP(OJOTHUECKUX COIMOCTaBJICHUI Obla BBIJEICHA CBOeoOpa3Has ¢opMma
MaTOJIOTHH, ONpeaeisieMas Kak «He]pomaTus, CBsS3aHHAs C THIIOIUIACTHYECKOU
TUCIIa3uedl modeky». 3abojieBaHWe OBLIO OXapaKTepHU30BAaHO KaK BPOXKICHHAs
MaToJIOTHs, OOYCIIOBJICHHAs HEJIOCTATOYHOH 3pENIOCThI0 M aHOMAJIMCH pa3BUTHUSA
He()pOHOB, BBISABIIsIEMas, KaK MPaBUiIO, CIIy4ailHO, CKJIOHHAsI K MPOTPECCUPOBAHUIO U
MpOoTEKaroNas ¢ W30JUPOBAHHBIM MOYEBBIM CHHAPOMOM B BHJIC TeMaTypUH H/WIH
MPOTEHHYPHH, CHIDKCHHEM IIOYCUHBIX (YHKIMA 10 TyOymsapHomy Tumy. Ilo
ayTONICUHHBIM JIaHHBIM CHHJIPOM JHUCIUIa3UU COCAWHUTCIBHOW TKaHW Cep/ra
HaOmoaeTcsi y OOJBIIMHCTBA OOJIBHBIX C TSDKEJIBIMU 3a00JIEBaHUSIMU OpPTaHOB
MOYEBON CUCTEMEL.

Caenenuns 0 COYETaHUHU HeaudPepeHIMPOBaHHON TUACIIIA3UN
COCTMHUTEIHLHON TKAaHU C MMAaTOJOTUEH OTaHOB MOYEBOH CHUCTEMBI y POJCTBCHHUKOB
CBUJICTEIILCTBYIOT O 3a00JIeBaHUM MoueK y pedeHka B 90% ciyuaes.

KnnHanyeckre HaOMIOACHHS B DKCIICPUMCHTAIBHBIC JTAHHBIC CBHJICTCIBCTBYIOT
O HEPEJKOW CBSI3U CTPYKTYPHOT'O IMOYEYHOTO JAM3IMOPHOTeHE3a C OOCTPYKTHBHOU
yponaThueil. To MOXXHO OOBSICHHTH MHIYIIUPYIOIIUM BIUSHUEM MOYETOYHHUKOBOTO
pocta Ha HedporeHHyro OjacTeMy B TIpoliecce IMOPHUOHAIBHOTO Pa3BUTHSL.
OCHOBHOW TPUYHMHON MYy3BIPHO-MOYETOUHHKOBOTO pe(IrOKCa B HACTOSIICE BpeMs
CUHMTACTCS JHCIUIA3US YPETepPO-BE3UKAIBHOTO CETMEHTa, TO €CTh 3aMCHAa B CTCHKE
IACTAJBLHOTO OTAEJa MOYETOYHMKA MBIIIEYHBIX BOJOKOH  KOJIJIAr€HOBBIMHU.
HenopaspuTie HEPBHO-MBIIIICYHOTO allapaTta W 3JIACTUYECKOTO KapKaca CTCHKH
MOYCTOYHHMKA, HU3Kasi COKPATHTENbHAs CIIOCOOHOCTh, HApYIICHUE B3aUMOICHCTBUS
MEXIy TEPUCTATbTUKOH MOYETOYHHKA W COKPAIIEHUSIMH MOYEBOTO ITy3BIpS
CIIOCOOCTBYIOT BO3HHKHOBCHHIO U TPOTPECCHPOBAHUIO TEPBUYHOTO ITY3BIPHO-
MOYETOYHHKOBOTO pedrokca. HacToTa MOpPaKCHUS BEPXHUX MOYEBBIX MYyTEH MpH
BPOKJECHHBIX Jc(PEKTaX COCAUHUTEIBPHOW TKAaHW HE YCTYyMaeT PaclpOCTPAaHCHHOCTH
MaJIbIX aHOMaJIHui pa3BUTHS cepara. PazHooOpa3Hbie MapKepbl
COCIMHUTEILHOTKAHHON  HETOJHOIICHHOCTH (CKOJIMO03, WCKPUBJICHUE HOCOBOMU
MIEPETOPOKH, TOJyObIE CKICPHI, MUOMHS, JePOopMalus IPyJHON KICTKH) BBISBICHBI

y 72% OOJBHBIX C aHOMAaIUIMH pPasBUTHUA IIOYCK, YTO CBHIACTCIILCTBYCT O
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11€71eCO00pa3HOCTH BHEJIPEHUSI B YPOJIOTMYECKYIO MPAKTUKY METOJOB JHArHOCTHUKU
BPOKJIEHHBIX ME3CHXUMAJIBHBIX aHOMAJIU .

Haubonee aktyanbHOH HedpOJIOTUUECKON MATOJIOTHEH, CBA3aHHOW C
COCIMHUTEIbHOTKAHHBIMU Je(dEeKTaMH CBS30YHOTO anmapara IOYKH SBISETCS
He(dponTos. Jlucmiactuueckue NposBieHUs oOHapyxuBaoT y 82,1 % O0onbHBIX C
MaTOJIOTUYECKOW TMOJABMXXHOCTBbIO moyek. [lpu wu3ydeHun MoOpQosornuecKux
0COOEHHOCTEW OMONTATOB MOYEYHOW MApPEHXMMbI, KOXH M MbIIIEYHOW (aciuu y
OOJBHBIX HE(pPONTO30M BBISBICHBI XapaKTEpHbIE IUCTPOPUUYECKUE H3MEHEHUS
KOJUIaraHOBBIX U 3JIACTUYECKUX BOJIOKOH, CBUAETEIBCTBYIOIINE O TEHEPATU30BAHHOM
XapakTepe MOpaKeHUsl COSAMHUTENbHON TKaHU. /lucriazuu nmouek, HeponTo3 ¢ UX
3aKOHOMEPHBIMH MOCIEACTBUSAMU (MTUETOHEPPUT, TUAPOHEDPO3) SBISIIOTCS PeabHON
npuurHOM (OPMHUPOBAHUS BTOPUYHOW apeTpuanbHoil rumnepronuu. Kpome Toro,
MPUYMHAMH apTEPUAIbHON TUIEPTEH3UU IPU HEPPONTO3E MOTYT OBITh:

1) mepexkpyT mMo4YedHOW HOXKKU € (opmupoBaHueM (UOPOMYCKYISIPHOU
JUCIIJIA3UM TIOYEYHOM apTEPUH;

2) cyXeHue TMOYEYHOW apTepuu M pa3JpakeHHe CUMIATHYECKUX HEPBOB
YpEe3MEPHO CMENIAEMOM MOYKOM € MOCIEAYIOUM CIIa3MOM apTEPUOJ, TUIIOKCUENH H
HUIIEMHUEH TTOYEK;

3) HapyluieHue BEHO3HOTO OTTOKA W3 MOYKH, YTO MPUBOJIUT K MEPUBA3AIbHBIM
U3MEHEHHUSIM,  CTEHO3WPOBAHUIO  MHTPApPEHANbHBIX  COCYIOB,  (opmupyercs
MIEpUBA3aJIbHBIN, IEPETIIOMEPYIISIPHBINA CKIEPO3 U CKIIEPO3 CTPOMBI;

4) ypocTas.

Kpome Toro, OPYTUMH  BO3MOXXHBIMM ~ MEXaHU3MaMH  IOBBILICHUS
aprepuanbHoro pgamieHuss y OonbHbix ¢ HJICT BeicTymaioT HapylueHus
KpOBOCHAOKE€HHUS B  BepTeOpOOa3WISIpHOM  CUCTEME  BCIEJACTBUE aHOMAJIUU
OpaxuouedaibHbIX apTepuil W MIEWHOro OTJeJa IM03BOHOYHUKA, a TaKke
1epeOponIIeMUYECKIEe HAPYIICHMSI, CBSI3aHHBIE C MHTPAJIbHOW peryprutauve u
aputMu4yeckuM cuaapomom npu [IMK.

CUHAPOM  COEIMHUTENBHOTKAHHOW  JUCIUNIA3UM C  BBICOKOM  4YacTOTOMU

BBIABIIACTCA Y I[eTeﬁ C TIOYCUHOH HaTOHOFHCﬁ, B TOM 4YHCJIC C OCTPbBIMHU H
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XpoHUYecKuMU dhopmMaMu nueaoHedpuTa, riaomepyloHedputa, THTEPCTUIIUATIHHOTO
Hepura. DakTOpoM pHUCKA Pa3BUTHS OCTPOro MHUEIOHEPpUTAa MOTYT CIIYKUTh
AHOMAJIMM TKAHEBOM CTPYKTYPBI, MPOSBISIONIMECS CHUKEHUEM COJEpKAHUS
OTHEIBbHBIX BUJIOB KOJUIAT€HA WJIM HAPYLUIEHWEM KX COOTHOILIEHHUS. ECTh HaHHBIE O
TeHEPaTu30BaHHOU HEUMMYHHOU MeMOpaHOIIaTHH 00yCIIOBJIEHHOM
IIPOTPECCUPYIOLIEN AEreHepaler KoJulareHa ¢ MPEeUMYIIECTBEHHBIM BOBJICYEHUEM
TJIOMEPYJISIpHBIX 0a3ajdbHBIX MeMOpaH. Y OOJBHBIX € HE(PpPONTO30M HMEIOTCS
HapyleHus: GOPMHUPOBAHUS FTACTUUECKUX U KOJUIAr€HOBBIX BOJOKOH C BTOPUYHBIMHU
TUCTPOPUUYECKUMHU H3MEHEHHSMU TMocieauux. [luenoHedputr y STUX NAIMEHTOB
Yalle IPOTEKAEeT CKPBITO, MaJOCHUMIITOMHO, MPOSBISIETCS, KaK IPaBWIO, JIUIIb
MOYEBBIM CHUHAPOMOM, XapaKTEPU3YETCS JABYCTOPOHHOCTBIO IIOPAXKEHUS U
MEMOPaHOIECTPYKTUBHBIMU ITPOIIECCAMU.

Hepenko ynun ¢ nemuddepeHUunpoBaHHOW AUCIUIA3UEH COEAMHUTEIBHON
TKaHU HAOJIOJAI0TCS U3MEHEHUSI MOUYEIIOJI0BOM CUCTEMBI — HE(POITO3, JUCIIIIA3UU
MOYEK, MOYETOUYHUKOB M TOJIOBBIX OpraHoB. CyuTaercsi, 4TO 4YacTOTa MOPAKECHUS
BEPXHUX MOYEBBIX MyTEH MPHU BPOKICHHBIX AC(EKTaX COCAMHUTEIHLHONW TKaHU HE

YCTYHACT PpACIIPOCTPAHCHHOCTH MAJIbIX aHoOMaJIMu pas3BuUTUA cepaua.

JUCIUTA3UA OPT"AHOB XKEJIY JOYHO-KNIIEYHOI'O TPAKTA

Kenynouno-kumeunbii Tpakt (OKKT), kak oamn wu3 Hambornee Oorarbix
KOJUIAar€HOM OpraHoOB, NpHU JHCIUIA3MM COEIMHMUTEIBHON TKAaHU HEU30EKHO
BOBJIEKAaeTCA B Marojoruyeckui npouecc. [lopaxkeHne nmuuieBapuTeIbHOW CUCTEMBI
JOCTaTOYHO  YacTO  BCTpeYaeTcs  MpHU  HACIEACTBEHHBIX  3a00JI€BaHMSIX
COCIMHUTEILHON TKaHW, MPU 3TOM HauboJiee SPKUMU TPOSBICHUSIMU SIBISIIOTCS
CUMIITOMBI CO CTOPOHBI mNuuieBoaa. Ilpu cucTeMHON AMCIUIa3UU COEAUHUTEIbHON
TkaHu y 80% MOJPOCTKOB MATOJIOTHUS MUILEBAPUTEIBHOTO TpakTa Oblla BeAylIEH B
kiuHuke. K 4ucny AMCIUIACTUKO3aBUCHMBIX W3MEHEHUH OpraHoOB MHILEBAPEHUS
OTHOCSIT: MUKPOJAUBEPTHUKYJIIE3 KHILIEYHUKA, HapylLIeHus HKCKpPELUH
MUIIEBAPUTENIbHBIX COKOB U  IMEPUCTAJbTUKU TOJIBIX OpPraHOB, JUCKUHE3UU

KHUIICYHUKA W KCSIYHOTO ITIY3bIPA, HCAOCTATOYHOCTL KaApAWU, dHOMAJIMHU PA3BUTHUA
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KEITIHOTO y3bIpS, TPBDKBI TTUIIIEBOTHOTO oTBepcTHsl  auadparmel,
ractpodsodareabHblii U AYOJCHOTACTPAIBHBIN peIIOKC, CHHIPOM pa3apaKeHHON
KUIIKY, Aoiauxocurmy. Hammdue reHeTndeckn oOyCIOBICHHOTO JedeKTa KojlareHa
HaKJIaIbIBACT HEM30EKHBIN OTIIEYaTOK Ha 0cOOCHHOCTH TeueHus 3aboneBannii JKKT.
Y OonbHBIX OTMEYEH Hamboyiee paHHUU NEOIOT MaTOJOTUH OPTraHOB MHUIICBAPCHUS,
OonbIasi BEIPaKEHHOCTh a0JOMUHATBHOTO OOJIEBOTO CHMHIPOMA W BOCHATHTEIBHBIX
U3MEHEHUH cmm3ucTod  obOomouku. [lamuwentsr ¢ Aucmiasuel  cTpamaroT
pa3HOOOpa3HBIMU M, KaK MPaBWIIO, XPOHUYCCKUMH 3a00JICBAHUSIMH, CYIIECTBEHHON
MPUYMHON Pa3BHUTHS KOTOPBIX SBISICTCS HAPYIICHUE SIUTEIHAIBHO-CTPOMATbHBIX
B3aMMOOTHOIICHUN TIpU BOCIMAJCHUH, KOTOPBIE pEryIUPYIOTCS, B YaCTHOCTH,
cucTteMoil MecTHoro uMmmyHurtera. Jlomunupytouieit ¢opmoii Helicobacter pylori-
aCCOLIMUPOBAHHOTO TacTPUTA y TOTO0 KOHTHHIEHTA OOJBHBIX SBISCTCS MAHTACTPUT
co cy1aboi uiau ymMmepeHHO# aTpodueit CIu3ucTor 000JI0UKH Tela KenyaKa. Y JeTe ¢
OpU3HAKaMU  JUCIUIa3UM  XPOHWYECKHUH  TacTPOAYOJCHHUT HMMEET HEKOTOphIC
KIMHUYECKHEe OCOOCHHOCTH: HETHIIMYHAs, CTepTas KIWHUYECKas KapTHHA,
CKJIOHHOCTBH K TOPIIUTHOMY TEUEHHUIO.

OyHKIMOHAIBHOE COCTOSIHUE COCIUHUTEILHOW TKAaHM SIBIISETCS OIHUM W3
3HAYUTENHHBIX KOMIIOHCHTOB MeEXaHHW3Ma s3BooOpazoBaHus. HemocTtaTouyHOCTH
¢budpobsiacToB U AeHUIUT ONpPEJSICHHBIX TUIIOB KOJIJIareHa MOTYT NPUBOIUTH K
3aMeJICHHOMY  pyOleBaHWiO  s3Bbl.  SI3BeHHass  OOJe3Hb  JKeIyAKa U
JABCHAANATUTICPCTHON  KHUINKH  OTJIMYAeTCS  3aTSDKHBIM — TEUEHHEM  Tpollecca,
JOCTOBEpHO OOJBIIMMU pa3MepaMu S3BEHHOTO Je(eKTa, dYacTo BCTPEUAIOTCs
MHO>KECTBEHHBIC SI3BBI. Y JETEeH C TacTOAyOJACHHTOM BBICOKAas paclpOCTaHEHHOCTH
MOTOPHBIX HapylIeHWH KapauanbHoro chunkrepa u chukrepa Onmu. Auchynkums
KapAHaabHOrO C(OUHKTEpa MPOTEKAaeT B OCHOBHOM II0 THITY HEJOCTaTOYHOCTH,
criocoOCTBysl pa3BUTHIO peditokc-330daruta, auchyskmus chukrepa Opmu —
MPEUMYIIECTBEHHO 110 THITY CTla3Ma, IPOBOIMYS Pa3BUTHE PEATHBHOTO MAaHKPEATHUTA.

K uymcny tunmusbeix BuctepailbHbix MapkepoB [CT oTHocaT aHOManuu
KEITYHOTO MY3BIPS: TEPETUO M TMEPEeTSHKKY My3bIps, S-00pa3Hylo W MIApOBUAHYIO

aepopmamuto. X  kiIMHMYeckoe — 3HauYE€HUE ~ ONpEAENsAeTCs  HapylIeHHEM
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TUAPOAMHAMUKY kemuu. Y 90% nmu ¢ jgegopManusMu  KEITYHOTO MY3BIpsS
PETHCTPUPYIOT TMOBBIINIEHHE SXOT€HHOCTH NY3bIpSd W YTONIIEHHUE €ro CTEHOK -
MPU3HAKU XPOHUYECKOTO BOCHAIMTENBLHOrO npoiecca. B 10% ciyyaeB BpoXa€HHBIE
aHOMAJIUM SKETYEBBIBOASAIIMX MyTEed BeAyT K KaMHEOOpa3oBaHUIO U TpeOyroT
OTIEPAaTUBHOIO JICUCHHUS.

Jloka3aHHBIM MATOT€HETUYECKUM MEXaHM3MOM MaTOJOTUYECKHX 3a0pOCOB W3
KeJylKa B IMHUIIEBOJ, COCTABISIONIMX OCHOBY racTpoi3odareaibHON pedIroKCHON
oonesnu (I'OPB), saBngercs TpaH3UTOpHAs pelakcalusi HUXKHETO MUIIEBOJHOIO
counkrepa. K moBpexparonuMm Qakropam CIUM3UCTOM OOOJIOUKM THINEBOJA
OTHOCUTCS  peQIIIOKTaT, KOTOPBIM MOXET BKJIIOYaTh KaK COCTaBISIOIINE
KEJIYJOYHOTO COKa, TaK U JAYOJCHAIbHOE COACPKUMOE C KOMIIOHEHTAMH >KEI4HU U
CeKpeTa TOHKEIYI0UHOU xkenesdbl. Omnucan (eHomeH Hamuuusi y OOJBHBIX C
racTpoa3odaruaibHON pedIIOKCHONW 00JIE3HBIO «KapMaHa» B 00JIACTH JTHA KEITYKA C
O0onee Hu3KUM 3HadeHueM pH, uyem y B3pocneix aun. CoaepX uMoe TaHHOTO
pe3epByapa BXOAUT B cocTaB peduiiokTaTa M NPUBOIUT K OOdbIIeH cTeneHu
MOBPEKICHUS KEITYJOUHO-TUIIEBOIHOTO MIepexoaa.

Paznuuator n8e popmel 'OPB:

1.9H10CcKONIMYECKU-HEeTaTUBHAsT peduitokcHass O00Jie3Hb, WM HEIPO3UBHAS
pedmokcHas 6ose3nub. Ha ee gomio nmpuxoautcs okosio 70% ciayyaeB 3a007€BaHuUs.

2.Pedirokc-330parut — okoso 30% ciyyaeB 3a00JieBaHUs.

OCHOBHBIM TMAaTOT€HETUYECKUM MEXaHH3MOM, BeAylmuM K pa3putuio ['DPb,
ABJIAETCS HapyllleHue OajaHca Mexay (akTopaMu arpecCud M 3alllUThl CIM3UCTOU
000JIOYKHY MUILEBOJA B CTOPOHY MEPBBIX, a TAKKE HATMYHUE KEITUHBIX pedtokcoB. B
gucie mepBbIX npuuuH pasButus ['DOPb croar gucnnactuueckue W3MEHEHUS:
HeaJiIekBaTHOE  (DYHKIIMOHMPOBAHWE  HIKHErO0  MHILEBOJHOTO  C(HUHKTEPA,
3aKJIIOYAloNIeecss B YBEIUYEHUHM 3THU30/0B €ro pacciladieHus U HaJIudhe TPbDKU
MUIIEBOJHOTO OTBEPCTHUsI JHUadparMbl, KOTOpas MPUBOAUT K HECOCTOSTEIHHOCTH
HUKHETO NUIIeBOJHOro chuHkrepa. B ocHOBe mNepBUYHON HECOCTOSITENHHOCTH

aHTI/Ipe(I)JIIOKCHBIX MCXAaHHU3MOB Y I[CTCﬁ pPaHHECTO BO3pacCTa, KaK IIpPpaBUJIO, JICKAT
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HapyIICHUS PETYJSIUU JICSITEIHbHOCTH THUIIEBOJAAa CO CTOPOHBI BEreTaTUBHOM
HEPBHOMN CHCTEMBI.

Knuaudeckre nmposiBICHHUS TacTPalbHBIX PEIIOKCOB BO MHOTOM 3aBHCST OT
BO3pacTa peOeHKa. Y JeTeill mepBoro rojaa >KU3HU NpeodIialaloT «BHEMHILEBOIHBIE
MIPOSIBJICHUS B BHJIE€ PECHUPATOPHBIX PACCTPOUCTB (Kaienb, TUCHOHUS, MPUCTYIIBI
yAYIIbs), a TakKe CHUHAPOM PBOTHI U cphiruBaHusa. [lo mepe pocra pebOeHka, Ha
TIEPBLIN TUIaH BBIXOMST «IHUIIEBOJIHBIE» MposiBiieHUs pedirokca. bomee yem y 60%
JIeTed TpU TOPaKEHWH TMHIIEBOJAa OTMEYAIOTCS XapaKTepHbIC KIMHUYECKHE
MPU3HAKU, K KOTOPBIM OTHOCSTCS OOJM B TOMJIOKEYHOW 00JaCTU W 3a TPYAUHOM,
YCUJIMBAIOIIMECS Cpa3y IOcjie MNPUHATHS MNUIIM M HECKOJIbKO ocjabeBarouiue B
TeueHue 1,5-2 YacoB, a TakXe pa3IUYHBIC JIUCTICIICUYECKUE IPOSIBICHUS, TaK
Ha3bIBaEMbIE «BEPXHHE JIUCTICTICUW»: HAPYIICHHE TJOTaHUS, OTPBIKKA KHUCIIBIM,
BO3JIYXOM WJIM ChEIACHHOM MUIIEH, NMePUOJUYECKH BO3HUKAIOIIAS WKOTA, TOIIHOTA,
pBOTa. Y JeTeil Miiaauero Bo3pacta OTMEUYAETCsl CUMIITOM «MOKPOM MOJIYIIKK» Kak
MIPOSIBJICHUE MTAaCCUBHON PErypruTallvu.

JIOBOJIBHO ~ 4YacTO  JAWCIUIACTHYECKas  MMATOJOTHUsl ~ BEPXHUX  OTCIIOB
MUIIEBAPUTEIIBHOTO TpakTa HaOJroAaeTcs y OOJIBHBIX C OpOHXHUAIBHOM acTMOM.
Hannumne  maTtosiormueckoro  ractpossodareaqbHOoro  pedirokca  CIYKHUT
MPOBOIUPYIONIUM  (PAaKTOPOM  pa3BUTHsI  MPUCTYNOB OpPOHXUATBHOW  aCTMBI,
MIPEUMYIIIECTBEHHO B HOYHOM mepuoj. PaHee cunMTanoch, 4T0O OCHOBHON MPUYMHON
Pa3BUTHSA PECMUPATOPHOM TMATOJIOTUM SBJSIACH TOJBKO JHUIIL acnupanus (Wiu
MUKpOAcCIupaius) COACPKUMOTO 3Kenyaka npu pedurokce. B HacTosiee Bpems
JI0Ka3aHa BeAyllas pojb BEreTaTUBHBIX PACCTPOMCTB, BO3HUKAIOIIUX MPH
ractposzodaruaibHoM peduirokce, B Pa3BUTUU TaKUX KapAuOPECTUPATOPHBIX
CUMIITOMOB KaK peQIEKTOpPHOE LIEHTpPaJIbHOE amHod, pediekTopHas Opaauxapius,

pediiekTopHbIN OpoHXOCIa3M, pedIeKTOPHBIN JapUHTOCIIa3M.

I'EMATOME3SEHXUMAJIbHBIE JUCIUIA3NA

Cpenu nposinennit ICT onHumu U3 HauOosee BAXKHBIX SBISIFOTCS CUMIITOMBI,
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OoOyCIIOBJIGHHBIE HApyUIEHMsMM B CUCTEME TremMocTa3a. BaxHeiee MecTo
paccTpoiicTB remMocrtaza B OOLIEH MaTOJIOTMM YEJOBEKA OINPEAENETCS HE TOJIBKO
BBICOKOM 4YacTOTOM, pa3HOOOpa3ueM M MOTEHIUATbHO OYE€Hb BBHICOKOH OMAaCHOCTHIO
reMopparuyeckux U TpoMOoreMopparutueckux 3a00JIeBaHUM U CUHIPOMOB, HO €Ile U
TE€M, YTO ATH MPOLECCHl SBISIIOTCS CYUIECTBEHHBIM 3BEHOM IaTOTeHe3a OOJbIIEro
quclia Ipyrux 3a00jieBaHUM - MHPEKIHMOHHO-CENTUYECKUX, UMMYHHBIX, CEpJIeYHO-
COCYAMCTBIX, HEOIUTACTUUECKUX, OOJIe3HEH HOBOPOXKACHHBIX U ApYrux. IMeHHO oHU
ONpEENSIOT KayecTBO >KM3HUM M mporHo3 OonbHbiXx JICT. W3ydyenuwe cucremsl
remoctaza npu nposiBieHusX JCT 1no3BoaWIO BBIAECIUTh T€MOPPArMYECKYH0 U
TPOMOOTHYECKYIO ME3E€HXUMAaJIbHbIE JVCILIA3UU. ['emopparnyeckue
reMaToMe3eHXMMaJIbHbIE AMCIIA3UU: TeMOINIoONHONaThH, cuHIpoM Panmto-Ocnepa-
Bebepa, peuuauBupyone reMopparuyeckue (HacieICTBeHHas JUCPYHKIUS
TpoMOOIIUTOB, cuHApoM BumneOpanaa, KOMOWHUpOBaHHBIE BapUaHThl) W
TPOMOOTHUYECKHUE (runeparperaius TPOMOOIUTOB, NEPBUYHBIN
aHTU(HOCHOIUIUIHBINA CUHAPOM, TUIIEPTOMOIIUCTUMHEMUS, PE3UCTEHTHOCTH (hakTopa
Va k aktuBupoBaHHOMY npoteuHy C (JeieHOBCKas MyTalusi)) CHHIPOMBI.

I'emopparnueckue nposisiienus npu JCT xapakTepu3yroTcs pa3HON CTETIEHBIO
BBIPAKEHHOCTH M Pa3IMyHOM JoKanu3arueil. OObIYHO BCTpedaeTcs: yMepeHHas
KPOBOTOYMBOCTh, YeM OOBICHSIETCS HEPEJKO OTCYTCTBHUE PETHCTpAllUy yKa3aHHOTO
CUHIpPOMa B MEAUIMHCKOW pJokymeHtanmuu. ['emopparum npu JCT wame
peanu3yroTCs B MOJIOJOM BO3pacT€ M MPOSBISIOTCS IOBTOPHBIMU HOCOBBIMU
KPOBOTEUYEHUSAMH, NETEXUATBHO-ISATHAUCTBIMU 3JIEMEHTAMU ChINH, JJIUTEIbHBIMU
W/WaM  OOWIBHBIMM MEHOPpArusiMd, TOBBIIMIEHHOH KPOBOTOYMBOCTBIO JIECEH,
JUIMTETbHBIMU ~ KPOBOTEYEHUSIMU TIpU  TOpe3ax, Iocle HDKCTPAKUUU 3yOOB,
MaTOYHBIMH, KEITYT0YHO-KUILIEYHBIMU, JIETOYHBIMHU KPOBOTEUYEHHUSMU,
KPOBOTOYMBOCTBIO TIOCJIE OINEPATUBHBIX BMEMIATEIBCTB, KOHBIOHKTHUBAIbHBIMH,
cybapaxHOUAAIbHBIMUA FEMOPPATUsIMU, KPOBOUZIHUSIHUSIMU B CETUATKY.

YacTora coyeTaHHs ME3CHXMMANbHbIX [HCIUIA3UNA C TeMOPParuyecKum
cugapomoMm coctapisgeT 48-83%. IlosBnenune kpoBoredeHuit y OonbHbIX ICT He

3aBUCHUT OT CTCIICHU BBIPAKCHHOCTH ME3CHXHUMAaJIbHOU I[I/ICHJIaSI/Iﬁ n BO3pacCTa
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OonpHBIX. BmecTe ¢ TeM ycTaHOBiIEHa pa3iMyHAs YacTOTa BO3HUKHOBEHUS
reMOPParu4ecKoro CMHApPoMa B 3aBUCUMOCTH OT BblpakeHHocTH JCT: 11,5-17,6%
ciaydaeB Ipu Jerkux knuHuueckux nposiiaeHusx JICT, 22,3-43,2 u 55-76% npu
nposiBneHusax JICT cpenHei u TSKeNnon CTeNeHsIX COOTBETCTBEHHO.

I'emaTomMe3eHXHMaNbHbIE [UCIUIA3UM HE YKIAJbIBAIOTCA B KOHKPETHYIO
HO30JIOTHYECKYI0 (hOpMYy TreMOpparuueckux JaMaTe30B U paccMaTpUBAIOTCSA Kak
gyactHoe mposiBieHue JCT, mporekaromeidn ¢ HU3MEHEHUSIMH —IIOKa3aTesei
CBepThIBatoONIe cucteMbl KpoBu. Hapyiiennem peakiuu BbICBOOOXKIEHUS TUIOTHBIX
rpaHysl OOBSCHAIOT HEIMOJHOUEHHOCTh TPOMOOUMTOB IMpPU CHUHIpOME OJjepca-
Jlannoca, NposiBISIONIYIOCS OCJIa0JeHUEM CIOHTAHHOW M MHIYIIMPOBAHHON MallbIMU
7103aMU UHAYKTOPOB arperanuu TpoMOOIIMTOB.

WN3menenuss arperalfdoHHOM (QyHKIMM TpoMOOLMTOB Haubojee YacTo
BBISIBISIIOT TPU  UCCJENOBAaHMM CHCTEMbl TeMocTaza Uy OOJIBHBIX C
HeaudpdepenuupoBanueiMu - popmamu  JICT. B cnyuasx HACT peructpupyercs
3aMEJUIEHUE  CBEPTHIBAEMOCTH IUIa3Mbl B AKTUBUPOBAHHOM  IAPLHAIBHOM
TPOMOOIUTACTUHOBOM, aHIIMCTPOJOHOBOM, 3XMTOKCOBOM TECTaX IMPU HOPMAIbHOM
MpOTPOMOMHOBOM M TPOMOMHOBOM BpeMeHM. HapylieHus KoaryiasiimOHHOTO 3Tara
CBEpTHIBaHMS KpOBH THNA JUCHUOPUHOTEHEMHH, BepuULUHUpyeMble y OOJbHBIX
JCT, COOTBETCTBYIOT COBPEMEHHBIM MPEACTAaBICHUSIM O (YHKIHOHAIBHO-
TEHETUYECKOM CPOJICTBE IMPOILECCOB CHUHTE3a U B3aumonaeicTBus anemMeHToB CT u
Mpou3BOHBIX (pruOpuHOreHa. TopMokeHHe ayTONnoIMMEPHU3aluu BhIsiBIeHO Y 74,3%
6onbubIx [ICT, rerepononumepusanuu - y 14,9%, o00ux BUIOB MOJTUMEPHU3AINH - Y
23% OONbHBIX.

I'emopparuueckas 'M/] conpoBoxaaeTcsi pa3BUTHEM CUCTEMHOTO JucOanaHca
3CCEHIMANBHBIX METaIIoB B Buje aedumura Mg™', Mn®™', Ca®" npu ogHoBpemenHoM
noBbienny comepxkanns Cu”’ u Zn®" B mmasme kpoBn. Mn®" mpunuMaeT yyactue B
mpolecce MeMOpaHHON akTHUBAIlMM HAa YpPOBHE CHHTE3a M OuoTpaHchopmaiuu
MEeMOPaHHBIX TIMKONPOTEHIOB M MX KoMIuIekcoB. Kpome toro Mn®' yuactByior B
oOpazoBaHuHd  (UOPUHOTEHOBBIX  «MOCTHKOB»  MEXJY  arperupyouumu

TpOM6OI_II/ITaMI/I, CTCIICHb CBi3U KOTOPBIX  OIPCACIIACTCA q)yHKHHOHaHBHOfI
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aKTUBHOCTBIO (akopa I, u mpum Hamuumu gucdubpunorenemun aeduuut Mn
onpejeNsieT pa3BUTHE AU3ArPEraliOHHOM TPOMOOLMTAPHON IUCHYHKIIUH. Zn**
BKJIIOYEH B Kackaj (DepMEHTOOINOCPEIOBAHHBIX PEaKUUi BHYTPUTPOMOOIUTAPHOTO
MeTabonu3mMa  apaxuIOHOBOM  KHCIIOTBHI. [Ipouecc anare3un TPOMOOLIUTOB,
OIIOCPEJIOBAHHBIN Yepe3 B3auMozeiicTBue (akropa BumneOpanaa ocyliecTBiasercs
TIPH ONTHMAJIbHON KOHIEHTpAIKH B miasMe kpoBu Cu’’. KpoMe TOro, HOHBI Meau
COBMECTHO C MarHMeM 00€eCIeYnBaOT CTA0UIBHOCTh BHYTPUKIETOYHBIX O-, O-TPaHyII
U BbICBOOOXKJEHHE M3  TOCIHEJHUX  DHJOTCHHBIX AaroOHHUCTOB  arperaiuu.
[oxreepxkaeHa ponb moHoB Ca’”  m Mg™" B KkauecTBe (PaKTOPOB MEPBHUHOI
arperaiuy TPOMOOILIMTOB M MX y4acTUU B MpolEccax TpaHCMeMOpaHHOro oOMeEHa,
pasbITPHIBAIOIIMXCS KAaK Ha YpOBHE (POPMEHHBIX JJEMEHTOB KpOBU, TaK H
MPOU3BOJIHBIX COCIUHUTEIBHOW TKaHW, ME3EHXUMAJIbHBIX CTYKTYp, B TOM YHUCIE U
SHAOTEINAIBHON BBICTUIKON cocynaa. B3aumonelictBue TpoMOOLMTOB ¢ (hakTOpaMu
IUIa3MEHHOT O KOAryJsIIMOHHOTO Kackaja OIpeETAETCS JOCTaTOYHOM
KOHIIEHTpAlMel  SKCTPALEJUIIOISPHOIO  KajlbLMs, a  Takke  aJIeKBaTHOU
CTaOMJIBHOCTBIO CTPYKTYpbl U (QYHKUUU (POCPOIUNUIHON MaATPULIBI KIIETOK,
conepxkamux Tomooractud (Td-copepxkamue kierku). Ilporeccsl KOHEYHOTO
JTama reMoKoaryasiuuu (KackagHas moJiuMepu3anus (QUOPUH-MOHOMEPOB H
COJIPY>KECTBEHHBIH MeTa00I13M PUOPHUHOTeHa) IPOTEKAIOT B YCIOBUSAX aJ€KBATHOTO
Gaanca MEX/Iy YPOBHSIMH BHE- M BHYTpHKIeTodHOro Ca’’, sIBISIOMErocs: BeIyIiM
U YHUBEPCAJIBHBIM PETYISTOPHO-MEIUATOPHBIM areHTOM B Ipolleccax CUCTEMHOIO
(G YHKIHOHUPOBAHUSATIPOLIECCOB (U3MOIOrUYECKOTO TpoMO00Opa30BaHusl.
Tockoneky HoH Mn”" BkiGueH B cocTaB ()epPMEHTOB, OCYIIECTBISIOIIMXIIEPEHOC
yIIeBOJAHOM 4YacTH (OcTaTka KCUJIO3bl) HA MEMOpPaHHBIM TIMKONPOTEUI, TO MpHU
Maprasen-aeGUuIUTHOM COCTOSIHUH, BBISIBJISIEMOM y OOJIBHBIX
reMaTOME3eHXUMaIbHOW  JUCIUIa3ueH, YKa3aHHbI MpolecC HMHTUOMpOBaH, a
AKTUBAINA TJIMKOIPOTCHIOB HA TMOBEPXHOCTH TpoMbomuTa orcpoueHa. Mn’'-
COJEpJKallie SH3UMbl  (rajJaTo3WI-KCUIIO3WITpaHc(epa3bl) OTBETCTBEHHBI 32
o0OecrieyeHUEe TOJHOLEHHBIX JUCYIbQUAHBIX CBSA3€M MEXIy pPa3IM4YHBIMU

dbparmMeHTamMu  MOJIEKYJIBI  (puOpuHOreHa, uTo oOecrmeyuBaeT MOCTYIICHUE
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MOJTHOIIGHHOTO TJIMKOMENTHAa B TPOMOMHOIOCPEIOBAHHYIO (PEPMEHTATUBHYIO (ha3y
KOHEYHOTO 3Tara CBEPTHIBAHUSI.

['enetnueckn  mpepomnpeneneHHble  AedeKThl B CO3pEBaHUU u
nuddepeHIUPOBKE ME3CHXMMAJIBHBIX TPOU3BOJHBIX BJIHUSAIOT HAa CTPYKTYpY H
(GYHKIIMOHATBHYIO IIEIOCTHOCTh KIETOYHBIX MeMOpaH. Pa3BuBarommuiicss mpu 3ToM
aucOamaHc MHUKpPO- M MaKpOdJIEMEHTHOTO TOMeOCTa3a MPUBOIUT K AUChHYHKIHU
TpoMOoOIUTapHOro Mmyna, urto Hapsany c¢ cuctemHoil JICT mpoBomupyer paszBuTHE
reMOpPparMueckoro CHHAPOMAa TpU HAIWYUKA HACJICACTBEHHOW auc)yHKIUH
TPOMOOITUTOB.

HccrnenoBanusi MOCIETHUX JIET CYIIECTBEHHO W3MEHWJIHM TMPEACTABICHUS O
pPOJM HIOTENHUSI COCYAOB B 00mIeM remocraze. Hapyiienus B cucTemMe remocrasa
UMEIOT  HEMOCPEJICTBEHHOE  OTHONICHWE K  AUCQYHKIUH  SHAOTEIHS,
MPOAYLUPYIONIET0 MHOTHE BEIIECTBA-PETYIATOPHI TPOMOOIIMTAPHOTO U TIIa3MEHHOTO
3BEHBEB IeMOCTa3a.

Bo  B3amMopeiicTBUM  KOMIIOHGHTOB  IJIa3MEHHOTO HM  COCYIHUCTO-
TPOMOOILIMTAPHOTO TEMOCTa3a TIaBHYIO POJIb BEINONHSAET (akTop Bunnedbpanaa. [Tpu
JNCT nedunut dakropa Buminedbpanma paccMaTpuBalOT KaK OJHO U3 MPOSBICHUM
mucyukiuu  sHporenus. CHwkenue ¢aktopa Bunebpanma nwHa 80% ot
HOPMAJIFHOTO YPOBHS BBISBICHO Y 58% OONBHBIX MPOIAICOM MUTPAIBLHOTO KJIaraHa.
Onucanbl Clly4aW COYCTAaHMS KIMHUYECKUX TPOSBICHHA ME3CHXUMAaTbHOU
nucrasuil u cu"apoma BuieOpanna (v nedunura dakrtopa BumieOpanma) c
HapyIIeHHEM KOHEYHOTO dTara CBePThIBAHHS KPOBH, YCKOPEHUEM DYTI00YIHHOBOTO
au3uca — KOMOMHAIUs 0oJie3HU (curapoma) Buine6panaa c
nucudbpunorenemueii. Hanbonee omacHo codetanue AUCHYHKIIMU TPOMOOIIUTOB C
TeleaHrnodkrasuen u aepunutom dakropa Buminedbpanma. [Ipu sTom 3aboneBanum,
M3BECTHOM KaK  TeJeaHTHMOdKTa3usi — cuHApoMm MailiHoTta-Bunebpanaa,
HAOIIOJAIOTCS KpaifHe TSKeIble, CMepTeNbHbIE KpoBoTeueHUs. CHIDKEHHEM (aKTopa
Bunnebpanna, nuchyHkimeii TpoMOOIMTOB W HapylIeHHEM KOHEYHOTO JTara
CBEPTHIBAaHUS KPOBU OOYCIIOBJICHA CIIOHTAHHAs KPOBOTOYMBOCTh U y OOIBHBIX

remodunueit ¢ npuzHakamu JCT. ¥V 6oapHbIX remoduueit u nposinenusiMu J{CT,

61



MMOMHUMO TEMaTOMHOT'O THIIAa KPOBOTOYMBOCTH, OTMEUAIOTCS TaKKe CIIOHTaHHBIC
HOCOBBIC KPOBOTCUCHHS W KOXHBIC KPOBOMBIWSHHMS B Bujae Imerexuil. [lpum
WCCJICIOBAHUH JIUCIIACTUYCCKOTO CTaTyca y JIETeH C MaToJjorvMedl CBEepPTHIBAOIICH
CUCTEMBI KPOBH BBISBIICHBI pa3inuHble pu3Haku JICT, uTo nmpeacTaBiacHo B TaOJIHIIe
No7.

Tabnuma 7

HpI/IBHaKI/I JAUCITIIa3UH COCI[HHHTCJIBHOﬁ TKaHU Y I[eTeﬁ C FCMO(l)I/IJ'II/ISIMI/I

No [Ipu3Haku qUCTIIa3ud COEAUHUTEIBHOW TKAaHU AOCOIIIOTHOE YHCIIO
1. ACTEHUYECKUU Tl KOHCTUTYLIMU 12

2 Hapymenue ocanku 5

3 Bposknennas neopmanus KIeTKH 4

4, I'otnyeckoe HebOO 13

5 ['MnepMoOUIBHOCTD CYCTaBOB 8

6 I'unepanacto3 Koxu 6

7 AHoManus XopAaJIbHOTO anmnapara (JIo’KHasi Xopaa 9

neBoro xenyaouka), [IMK.

8. Banerycnas negopmanus 1
0. KpbutoBuaHbie jonaTku 2
10. BposkneHnnbiit ruipoHedppo3 npaBoii MOYKu 1
1. [IurmeHTHBIE NISITHA 4
12. AHomanus 3y00B 2
13. Hucmerabonuueckast HeponaTus 15

Kak BumHo u3 Tabmuubl Ne7, Hanbornee 4acTbIMU MpU3HAKAMH AMCIUIA3UU
COCIMHUTEIbHON TKaHU ObUIM - ACTEHMYECKHUI TUIl KOHCTUTYIIMHU, TOTHYECKOe HEeOO,
TUIEPMOOMIBHOCTh  CYCTaBOB, THIIEPIJACTO3 KOXH, a TakkKe MPOsBICHUS
aucMeTaboauyeckol HedpomaTuu MO TUIY OKCadypuu. bBbIIo ycTaHOBIIEHO, YTO
yaiie MNpU3HAKK JUCIUIa3UM COEAMHUTENIbHOW TKaHUM OTMEUYajJuCh y OOJBHBIX C
KpaiiHe TspKelod W TskenbiMu (popmamu remoduiuu. MccnenoBanue cocyaucto-

TpOM6OI_II/ITapHOFO 3BCHA TIcMOCTa3a II0Ka3ajlo, 4YTO HMMCHHO Y OOJBHBIX C
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MpU3HAKaMH JINCIUIA3MM  COCIWHUTEIBLHOM TKAaHW HWMEJIO0 MECTO HapyIleHHe
arperaluoHHON (PyHKIIMU TPOMOOITMTOB MAPIHAILHOTO WM Pa3BEPHYTOrO THUIIOB H
CHI)KCHHE MX aJI€3UBHOM CIIOCOOHOCTH, YTO MPEACTABICHO B TaOmie Ne§.

Tabnuma 8

Xapakrep TpPOMOOLUTAPHBIX HAPYIIEHUH Yy OONBbHBIX C reMopuuei

3aboneBaHue CHmxeHue CHmxeHune CHmxeHue KonuaecTBo
arperaliiy Ha | arperanMd  Ha | arperaiu Ha | 00JIbHBIX
AP aJpeHaJIH KOJIJIareH

I'emodunusa 6e3 4 7 2 21

UCIUIa3uen

COCIMHUTEIbHON

TKaHU

I'emopunus B 9 7 5 10

COYCTaHHUU c

UCIUIa3uen

COCIMHUTEIbHON

TKaHU

OmHuM W3  PeryisaTopoB B3aUMOJICHCTBHS TPOMOOIIUTOB C KOJUIAr€HOM
COCYJIUCTOM CTEHKH sBIsSeTCS (UOPOHEKTUH, CIHOCOOCTBYIONIUN aAre3uud M
arperai TPOMOOIIMTOB, YTO OCOOCHHO Ba)XHO Ha PaHHUX CTAAMIX T'E€MOCTa3a.
N3yuenne cocrosinusi (UOPOHEKTUHOBBIX PEIENTOPOB Y OOJBHBIX C CHHAPOMAMHU
Onepca-Jlannoca II w VI TtumoB, MapdaHa, HECOBEpIIEHHOTO OCTEOTCHE3a
CBHUJIETEIBCTBYET O CHUKEHUHU UX UYBCTBUTEIBHOCTH. J[OMyCKaeTCsl CylIECTBOBAHUE
B3aUMOCBSI3U  PEIENTOPOB  (PUOPOHEKTHHA C  BPOXKICHHOM  MATOJOTHEH
coeIMHUTEIbHON TKaHW. CHUKEHHOE COJIep>KaHHE PacTBOPUMOro (puOPOHEKTHHA B
KpOBU OOHapy>XMBaeTCs y OOJBHBIX HE TOJBKO C IU(PdEepeHIIMPOBAHHON, HO U C
Henuddepenuupoannon  popmamu  JICT. VYV  OONbHBIX  HACIEICTBEHHBIMHU
3a00JI€eBaHUSIMU  COCIMHUTEILHON TKaHM W JAedeKTaMu 3aXKUBJICHHUS paH, C

HapyUIEHHOW arperauueil TpOMOOIIMTOB U3MEHEHHE YPOBHS (PUOPOHEKTHHA B KPOBU
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HE peructpupyercsa. Bwmecte ¢ TeM HapymieHHas arperanusl IUIACTUHOK
Koppurupyercs jgoOaBieHneM (UOPOHEKTHHA W3 JOHOPCKOW TUIa3Mbl, YTO
CBUJIETENILCTBYET O HEMOJHOIIEHHOCTH 3TOT0 OeliKa.

HapymieHnne cuHTe3a W KOJIMYECTBEHHOTO COOTHOIICHHS PAa3UYHBIX BHJIIOB
KOJIJIareHa B CTEHKaX KpOBEHOCHBIX cocynoB mpu JACT npuBoauT Kk GOpMUPOBAHUIO
Ba30MaTHii, YTO BO3MOXKHO CITIOCOOCTBOBYET Pa3BUTHIO TEMOPPArnIeCKOro WHCYIbTa
Ha (OHE BPOKACHHOMN JAUCIIIA3UU COCYIUCTON CTEHKH.

CpaBHuUTEnbHAsT ~ OlEHKa  HApyIIGHWH  TemocTaza Yy  OOJNBHBIX  C
reMOPpParuueckuM CHHIPOMOM TIpY TaKHX JUCIUIACTHYECKHX MPOSBICHUAX, KaK
CHUHJIPOM THUIEPMOOUIBHOCTH CYCTaBOB, MPOJIATIC MUTPATHHOTO KJIalaHa, CKOJIHO3 U
ku(ockonmo3, HeQpONTO3, CYIMIECTBEHHBIX pa3lW4Wii He MokasbiBaeT. [lo umcmy
COUYETAHHBIX HApYIICHUH pa3HBIX 3BEHHEB TE€MOCTa3a MEPBOE MECTO 3aHHMAET
npojanc MmutpaibHoro knamaHa (53,3% ciywaeB), 3atem cieayer HedpomnTo3 U
cuHApOM runepmoduinbHocTH cyctaBoB (31,6 u 30,4% cooTBeTcTBEHHO). Pexke Takue
COUYETaHMS BCTPEUAIOTCS MPpHU cKoinose (22,6%).

Y OGONBHBIX C AUCIUIACTHKO3aBUCUMBIMH H3MEHEHHSMH 4YacTO HaOIIOAI0TCS
CYOKIMHHYECKHE HapylieHus TemocTa3a. OmpesesneHbl aHaJOTUYHBIE, HO MEHee
BBIpQXKCHHBIE, YE€M TMpPH HAIUYAH TeMOPPAruYecKUX OIU30/0B B aHaMHE3e,
HapyIICHUs B TPOMOOIUTAPHOM H KOATryJIAIIMOHHOM 3BEHBSIX, B COCTOSHHUH
SHIOTEJIMIN3aBUCUMBIX (bhaxkTopoB reMocrasa (daktop Bunne6panna,
TPOMOOKCAHNPOCTAUKINHOBBIN Oananc) y OonbHBIX JJCT 0€3 reMarosoruueckux
OCTIOKHEHHWH. B cmiy 3TOro, CTaHOBHUTCS OYEBHAHONH HEOOXOJUMOCTH IIUPOKOTO
CHeKTpa JabOpaTOPHBIX HWCCIECNOBAaHUM JJisi yTOYHEHHWs XapaKTepa HapylIeHUH
remMocTa3a y OOJbHBIX C BHEITHUMU U BHUCHepaTbHBIMU nposiBieHusmMu [JCT.

Y OONBHBIX ME3CHXMMAIbHBIMHU JIHUCIUTA3USIMU PETUCTPUPYIOTCS TPOMOO3BI
rTyOOKMX BEH HMKHUX M BEPXHUX KOHEUHOCTEH, MOAB3AOIIHBIX BEH, HUKHEH TOJIO0H
BEHBI, TPOMOOQIIEOUTHI TMOBEPXHOCTHBIX BEH KOHEYHOCTEH, SMOOIBI JIETOYHON
apTepuH, ME3CHTEPUATBHBIX apTEePHid, TPOMOBI U SMOOJINY B MTOYEYHBIX, MO3TOBBIX U
COHHBIX aprepusix. OmHMcaHO HECKOIbKO CIy4aeB OJIHO- H JBYCTOPOHHEHU

TpOoMOOIMOOIUHU TIEHTPATLHON apTepuu ceTtdyaTku y OonbHbIX nepBuuHbIM [IMK c
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pa3BUTHEM Mpexojdiei cienotel. HapylieHuss MO3roBoro KpoBOOOpalleHHs U
UIIEMUYECKUE HHCYJIbTHl HAOMIOAAI0TCA COOTBETCTBEHHO y 20 u 2-5% OOJIBHBIX
I[IMK. Cocynucteie xatactpodsl y OonbHbiXx ¢ mnepBuuHbiM [IMK wame
PETUCTPUPYIOTCS B CIIy4YasiX MHUKCOMATO3HOIO IMEPEPOXKACHUS KIAMaHHBIX CTBOPOK,
ABJIAIOIIETOCS OCHOBOM (hOpMUpPOBaHHMS MHKPO - M MakpoTpomOoB. Ho puck
paszButusi TpomOosMOomuu 3aBucutr He oT [IMK kak TakoBoro, a OT TsDKECTH
MUTPAJIBHOM pPEryprutaii M Hauudyus ocioxHeHud. [Ipsmoe Bo3xaencrsBue
reMOJIMHAMUYECKUX Harpy30K, T€HEpUPYEMBIX TYypOYJE€HTHbBIM U HapyIICHHBIM
JAMUHAPHBIM MOTOKOM KPOBH, Ha 3HAOTEIUATBHBIE CTPYKTYPBI OTHOCSAT K (haKTopam,
M3MEHSIOUIUM aJr€3UBHO-arperalMoHnyto GpyHkiuo TpoMooruToB y 6ombHbIx ICT.
[Ipu yBenuuenun konmyectBa (peHorunuyeckux npuszHakoB JCT oTmeuaercs
HapacTaHWe KojJudecTBa MoAM(PUKANU B  (YHKUMOHAIHHOM  COCTOSIHUU
arperalMoHHON aKTUBHOCTH TPOMOOIIMTOB U YHAOTEIUIN3aBUCUMBIX (DaKTOPOB.
Takum oOpazom, cpeau kinuHudeckux mposieienuit JICT ormeuarorcs
reMopparuu, TpoM003MO00JINYECKUE OCII0KHEHNS, aHOMAIMA KPOBEHOCHBIX COCYOB.
BoisiBieHbl  MONSIpHBIE  TEHJEHUMM  ToKa3zarejled  TpOMOOLMUTapHOTO U
KOAaryJSIMUOHHOTO 3BEHBEB TI'EMOCTa3a, COCTOSHUSA DHAOTENMS, I103BOJSIOIINE
MPOrHO3UPOBATH TOBBIIIEHHYIO KPOBOTOUYMBOCTh WJIM PUCK Pa3BUTUS TPOMOO30B.
OueBupHa HEOOXOAMMOCTH YyyeTa BceX (PaKTOPOB, YYACTBYIOLUIUX B PpPa3BUTUHU
HapyluieHud remoctaza, npu crpatuduxanuu OonbHbx JCT mo rpymnmam pucka
r€MaTOJIOTHYECKUX  OCIOXKHEHUW. Hannume W BBIPaXKEHHOCTh  HAPYLICHUM
reMOBACKYJIIPHOTO TOMEOCTa3a B PsZie CIy4acB ONPENEISIIOTCA CTENEHBIO TSKECTU
JNCT, a Takxke CONyTCTBYIOIIMMH JMCIUIACTUKO3aBUCUMBIMU 3a00JI€BaHUAMH.
AKTyanbHOCTH TpoOJieMbl  OOycliOBJI€Ha €me U TEeM, YTO OTCYTCTBUE
reMOpparuueckoro cuHapoma B aHamHe3e OosbHbIX JICT He wuckmodaer
BO3MOKHOCTh  Pa3BUTHA  KPOBOTEUEHHM TMpU TpaBMax M  ONEPATUBHBIX
BMeIIaTeNbCTBAX. [IoATBEpKAECHUEM SIBIASIOTCS OJHOTUIIHBIE U3BMEHEHHUS B TEMOCTA3E
y OOJIbHBIX ME3EHXUMAIbHBIMU JUCIUIA3UIMH HE3aBUCUMO OT HAJIMYUS FEMOpPparui.
Bo3MoxkHO, TreHeTHuyeckd  Mpeaomnpe/iefieHHble  AeQeKThl  COo3peBaHusi U

muddepeHIUpPOBKH ME3€HXUMAJIbHBIX TMPOU3BOJHBIX BIUAIOT Ha CTPYKTYpY U

65



(GYHKUHMOHANBHYIO LEJIOCTHOCTh KJIETOYHBIX MeMOpaH, 00ycloBiIuBasi TUCHYHKIUIO
TPOMOOIIUTOB, SHIOTENHUS, YTO B OINPEACIICHHBIX YCJIOBHSIX MPOBOLIUPYET Pa3BUTHE
reMaTojornyeckux  ocinokHeHuil.  [losTomy  cBoeBpeMeHHas  BepudUKanus
HAapylLIEHUM B pa3IWYHBIX 3BEHBSAX CHCTEMBI I'E€MOCTa3da, HE IPOSBISIOLIUXCS
KIMHUYECKH, HO  yCTaHABIMBAaE€MbIX  J1a0OpPaTOpHBIMH  METOJaMHu,  Oyner
CII0COOCTBOBATh 000CHOBaHHOM NpoQUIaKTHKE reMOpparuyecKux 51
TPOMOOIMOOTUYECKUX OCJIOKHEHU B reTeporeHHord rpynmne OonbHbIX JCT,
BKJIIOYAsl ~ Ha3HauYeHWe  O3TUM  OOJBHBIM  JIEKAPCTBEHHBIX  IPENaparos,

HCIIOCPCACTBCHHO BJIMATOMINX HAa CBCPTBIBAIOIIYIO CUCTCMY KPOBH.

JIMCIUIA3US KOCTHO-CYCTABHOM CUCTEMBI

H3MmeHeHre OMOpPHO-ABUTATENLHOIO anmnapara OOYCIOBIEHBI IMOpPaKEHHEM
IJIOTHOM OGOPMIIEHHON COEAMHUTENbHOW TKaHU. Bblcokuil pocT, yaJuHEHHue
KOHEYHOCTEW (OTMXOCTEHOMIIMS) W MNalblieB (apaxHOAAKTUIIUS) OO0YCIOBJICHBI
3aJIepKKOM  co3peBaHMsl snudu3apHON 30HBI pocTa Xpsuia. HemoiaHoeHHOCTH
peOepHBIX XpsIlen JEKUT B OCHOBE pa3HO00pa3HbIX Jedopmanuil TpyaAHON KIETKH:

IocKas (acTeHH4YecKas) rpyJHasi KJIETKa — XapaKTepU3yeTcss OTHOCUTEIbHBIM
YMEHBIIEHUEM [EPEAHE3aJHETO pa3Mepa, CIVIAKEHHOCTBIO TPYAHOTO JIOpI03a
(«psimasi crivHay);

KWJIEBUJIHAS Tpy[Has KJeTKa («KypuHas TpyAb») — C PE3KO BBICTyMArouiei
BIIepe TPYAMHOM, MoApa3ensercd Ha 3 Tuma: MaHyOpHOKOCTHBIM, KOPIIOKOCTHBIM,
KOCTaJIbHbIN;

BOPOHKOOOpa3Has rpyaHas KieTKa («IpyAb CaloXKHHUKa») — C YIriIyOJIeHHUEM B
MPOEKIIMN HUKHEW TPETH TPYAUHBI, TIOJIpa3/IesieTcss Ha BAPUAHTHI CO CMEIICHUEM U
0e3 cMmelleHus cepAla;

KU(QOCKOIMOTHYECKAsE  TIpydHass  KJIeTKa —  CONYTCTBYET TIpPyJAHOMY
KHU(QOCKOINO3Y, SABISETCS CIEACTBUEM NATOJOTMYECKOro U3rmba U poTaluuu
MO3BOHOYHHKA.

Bripaskennsle nedopmaiii TpyIHON KIETKH (B OCHOBHOM BOPOHKOOOpPa3HbIN

u KI/I(l)OCKOJII/IOTI/I‘IeCKI/Iﬁ BapI/IaHTBI) HCPCAKO  COIIPAXKCHBI C  ITOPAKCHUCM
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KapJuopecnupaTopHoil cucteMbl. [lanmueHTsl ¢ AUCIUIACTUYECKUMHU W3MEHEHUSIMU
IPYAHOU KJIETKH Yrpo’KaeMbl MO PA3BUTHUIO TOPAKOAHAPPArMagbHOTO CHHIPOMA.
Hauvano ¢hopmupoBanus TopakoanadparMalbHOIO CUHIPOMA MPUXOIUTCA HA paHHUN
IIKOJBHBIA BO3PacT, OTYETIMBOCTh MpOsABICHUMNM — Ha Bo3pact 10-12 gqer,
MaKCUMalbHas ~ BBIPAXKEHHOCTb — Ha  nepuon  14-15  ner.  Hanuuwme
TopakoauadparMaibHOrO CHUHIAPOMA OMNPENEIseT YMEHBIIEHHE JbIXaTeIbHOU
MOBEPXHOCTH JIETKUX, AehopMalio NpocBeTa Tpaxen U OpPOHXOB; CMEIICHUE U
pOTalUIO CepAla, «IEPEeKpPyT» OCHOBHBIX COCYIUCTBIX CTBOJIOB. KauecTBeHHbIE
(BapuaHT nedopMalnn) U KOJUYeCTBEHHBIE (CTENeHb AeOpMaIIK) XapaKTEPUCTUKU
TopakoauadparMaibHOrO CHUHAPOMA ONPEACNAIOT XapakTep U BBIPAKEHHOCTD
n3MeHeHn Mop(hodyHKIIMOHATIBHBIX TAPAMETPOB CepAlla U JIETKUX.

Hedbopmanuu rpynusbl, pedep, MO3BOHOYHUKA U CBA3aHHOE C HUMHU BBICOKOE
CTOSIHME AuadparMbl MPUBOASAT K YMEHBIICHHIO TPYAHOW IOJOCTH, MOBBIIIEHUIO
BHYTPUTPYJHOTO JaBJEHUS, HApPYyIIAIOT MPUTOK M OTTOK KPOBHU, CIHOCOOCTBYIOT
BO3HUKHOBEHHUIO HApYyIIEHHM puTMa cepaua W OpoBoguMocTd. Hanuuwue
TopakouadparMaibHOr0 CUHAPOMA MOKET MPUBECTH K TOBBILICHUIO JABJICHHS B
CHUCTEME MaJjIoro Kpyra KpoBooOpalieHusl.

Hapymienne MexaHUKH [JbIXaHUS M TUIOBEHTWISLUS 4Yepe3 MEXaHU3MBbl
aJbBEOJISIPHON TMIIOKCUH U apTEepUAIbHON TMIIOKCEMHH BEIYT K Pa3BUTHUIO JIETOUHOU
TUMNEPTEH3UHM, XPOHUYECKON IMeperpy3ke W runepTpoduu MpaBoro Kerygoyka.
Hapsiny ¢ dopmupoBanueM XpOHHYECKOTO cepila y OOJbHBIX C BPOXKIACHHBIMU
nedopMalisIMU TPYIHON KJIETKH CYIIECTBYIOT MPEINOCHUIKH U K TIOPAXKEHUIO JIEBOTO
xemynouka. CpaBieHue cepAla  MeEXAY BOPOHKOOOpa3sHOW TIpyIMHOM U
IIO3BOHOYHMKOM HapyllaeT JUacTOJIMYECKOe pacciabieHue MHMOKapjaa, a poTauus
ceplilila C MEPEKPYTOM OCHOBHBIX COCYJIUCTBIX CTBOJIOB MPUBOAUT K CHIXKEHHIO €TI0
COKpPATUTENBHOM CIIOCOOHOCTH. JlnTenbHoe nepeHanpsLKeHue
KapJUOpECIIUpPaTOPHON CHUCTEMBI COIMPOBOXKJIAETCA HUCTOLIEHWEM (QYHKIHMHU KOPBI
HAJIIOYEYHUKOB U OCJIa0JIeHUEM aJaNTallMOHHBIX BO3MOKHOCTEN OpraHu3Ma.

C mHapylleHHeM CTpPOEHHUs XpAUIeH, CYXOXWIMHA U CBSI30K COIPSKEHBI

JIC(I)OpMaI_II/II/I IMO3BOHOYHHWKA — CKOJIMO3, THUIICPIIOPOAO3, FI/IHepKI/I(i)OB, a TaKXC
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MJIOCKOCTOINUE, MCKPUBIIEHHE MHU3WHIIEB M YKa3aTeNbHBIX NalbleB (MeauaibHas U
naTepaibHas KIMHOJNAKTWIIMS), BaJblyCHas M BapycHas jaedopMainusi TOJEHEH.
CnabocTh CBSI30K MO3BOHOYHMKA BEAET K TOBPEKICHUIO MO3BOHKOB U JHCKOB C
(bopMHpOBaHUEM XPOHUYECKUX BEPTEOPOTCHHBIX CUHIPOMOB.

B 1986 r. ®no XaiimeH, onuMnuiickas YeMIHMOHKA 110 BoJieiboy, poctom 195
CM, yMepila OT OCJIOXHEHUH, BBI3BAHHBIX CHHIpOMOM Mapdana, BoO Bpems
copeBHoBaHui B AAnonun. Crioprcmenke 0b11 31 roj.

C nHapylieHHeM apXUTEKTOHHMKH KOJUIAr€HOBBIX (UOPHILT KOXKU CBSI3aHBI €€
MCTOHUEHHE U TOBBIINIEHHAs 3JaCTUYHOCTb, JIETKOCTh TpaBMaTHU3allui, 00pa3oBaHUe
KEJIOMJHBIX pYyOIoB. M3MeHEHHUs] KOXHBIX J€PUBATOB pa3HOOOpa3Hble — HEPEAKO
OTMEYAIOTCS MOBBILICHHAS JJOMKOCTb HOI'TEH, IEMKOHUXUU, aJIOTEIUSI.

CBSI304HBIE CTPYKTYpPhl KOJEHHOTO CyCTaBa, B CHJIY CJIOXHOCTH WX
dbopmooOpazoBanusi Ha (POHE MHTCHCHBHBIX OHOMEXaHMYECKMX HAarpy3ok u
BPOKIEHHOM  AWCIUIA3UM  COCIMHHUTENBHOM  TKAaHW, MPEApPACIOIOXKEHBI K
IU30HTOreHe3y. Jlaxke MHUHMMAaJIbHO BBIPAKEHHBIE UX NPOSABICHUS MOTYT CIIYKUTh
MPUYMHON  XPOHUYECKOIO MHUKPOTPABMUPOBAHUS CYCTaBHBIX DJJIEMEHTOB H
BO3HUKHOBEHUSl JET€HEPATUBHO-IUCTPOPUUECKUX M3MEHEHUH B TOCIHEIYIOMIMNX
nepuosax KuU3HU. boiee BBICOKH PHUCK OHTOT€HETHYECKOTO  3aKPEIIEHUS
TUMNOIJIACTUYECKON JeBUaluu B (OPMUPOBAHUU CBS30YHOTO ammapara KOJIEHHOTO
cycTaBa HaOJIOJaeTcsl y JAeTe ¢ KOJIEHOCYCTAaBHOM JIOKanu3aueil peHOTUIMIeCcKIX
MIPU3HAKOB JTUCIUIA3UN COEUHUTEIBHON TKAHU.

Komnnaren mmpoko npencTaBieH B COEAMHUTEILHON TKaHU CYCTaBHBIX Karlcyl,
CYXOXXHMJIUH U CBA30K, a TOTOMY M30BITOYHBIN 00BbEM ABUKEHUHN B CyCTaBax sIBISETCS
onHuM un3 TunuuHblx nposBiaeHuid HCT/l. 3akoHOMEpHO BCTpedasich MpH
HACJEJCTBEHHBIX CHUHIpoMax Mapdana, Dnepca-/lannoca, TrUNEPMOOMIBHOCTD
CyCTaBOB HamOOJee YacTo BBICTYNAaeT B BUJE H30JUpOBaHHOU (opmbl. CTeneHb
MOJABUKHOCTU CYCTaBOB 3HAUYMTEIBHO BaAPbUPYIOT B 3aBUCUMOCTH OT BO3pacTa, moJsa
Y packl, U CBEJICHUS O PACIIPOCTPAHEHHOCTH NATOJIOTMHU 3HAYUTEIIBHO Pa3IMYarOTCS.

['MnepMOOMIBHOCTh CYCTaBOB, WM TOBBIIICHHAS MOABM)XHOCTb, BbIJIEJICHA B

KauecTBE CaMOCTOSTENIbHOM HO30JI0THYecKo (opmbl B oTeuecTBeHHOUM «Paboueii
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KJaccuduKauu 1 HOMEHKJIAType peBMaTuueckux 6omesnei» 1988 roma. 3ta popma
¢urypupyer B pyOpuke XIII «ApTponatuu npu HEpeBMATUUYECKUX 3a00JI€BaAHUSAXY,
nyHKT 3 «BpoxaeHHble ne@exTbl MeTadoiIn3Ma COeIMHUTEIbHON TKaHW» BMECTE C
cunapomamu Mapdana u Dnepca-/lannoca.

CycTaBHas runepMOOWIBHOCTD SIBISIETCS OAHUM M3 OOBIYHBIX KIMHUYECKHUX
npusHakoB CT/l. C ogHO# cTOpOHBI, OHA MOET OBbITh SIBJICHUEM (PU3HOIOTHYECKUM
B OIpEAC]IEHHOM BO3pacTe WJIM Ha TpaHU € (PU3MOJIOTMYECKUM, €CIU HE HOCHUT
IFEHEPAJIM30BaHHOTO W BBIP@XKEHHOro xapakrepa. C  Opyrod CTOPOHBI -
TUIEPMOOMIBHOCTh CYCTaBOB IMPEACTABISIET COOOM MaTOJIOrMYecKoe SIBICHHE,
BENyIIEE K HAPYLIEHUIO AEATEIbHOCTH ONMOPHO-ABUTATEIBLHOIO anmnapara, i B 3TOM
cllydae MMEHYeTCS KaK «THNepMOOMIBHBIM cUHIApoM». [lon runepmMoOUIBHOCTBIO
MOHUMAIOT MPEBBIIEHNE HEOOXOJUMON B HOPME aMIUIUTY/Ibl ABMXKEHHUM B CyCTaBax.
JlanHoe cocrosiHMe omucaHo B 19 Beke npu cuHapoMax Onepca-/laninoca u
Mapdana. Kakx wusBectHo, cunapom Mapdana xapakTepu3yeTcsi NOpaKeHUEM
CKeJeTa, TJia3 U cepaedyHo-cocynuctoil cucrembl. deHotun cunapoma Mapdana
BapualelieH Jlake B OJHOM M TOM ke CeMbe, B KOTOPOH mepenaércst OJuH U TOT Ke
red. [Ipy 3ToM runepmMoOUIBHOCT, MHOTHMX CYCTaBOB HEPEIKO COYETAeTCs CO
CKOJIMO30M, JedopMmanueld TpyaHON KIETKH, BBICOKUM HMCKPUBIEHHBIM HEOOM,
apaxJoJaKkTUIMEH, OKTONMUEH XpycTaluKa, MHUONHEH, AePeKToM KIAaHHOIO
amnrmapara cepAua, aHeBpU3MOM aopThl U €€ pa3pbIBaAMH.

I[lpu HCTHA c¢ wMapdanHanogoOHON  TUNEPMOOMIBHOCTHIO  CYCTaBOB
HAOJNIOMAIOTCS T€ K€, YTO WU Npu cuHapome MapdaHa, MOpaKEeHUS CKeleTa,
HaIlpuMep, apaxHOJAKTHIIMS, a TAKKe XapaKTEpHbIE JUIsl cuHApoMa Jiepca-/lannoca
CBEPXIJIACTHYHAS KOXKA U MOBBIIIEHHAS AMIUIUTY/1a IBUKEHUN B CyCTaBax.

Jlisi 0OOBEKTUBHOW OLEHKH COCTOSIHHSI MOABM)KHOCTHU CYCTaBOB Pa3IMYHBIMU
MCCJIeI0BATENSIMU TPEJUIOKEHBI AUarHocTuyeckue kpurepuu. Haunbonee u3BecTHbIe
ux Hux - kputepuu C. Carter u J. Wilkinson (1969), B moguduxanuu P. Beighton
(1973). Kpurepun runepMoOUIbHOCTU CYCTABOB:

MAacCUBHOE crubaHue IMsICTHO-(aJaHroOBOro CycraBa 5-ro majnblia B 00e

CTOPOHBI;
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naccMBHOE crubanue 1-ro manblila B CTOPOHY MpeAruieybs MpU CruOaHuu B
Jy4e3arsiCTHOM CYCTaBe;

nepepasrudanue JokTeBoro cycrasa cBeiie 10°. Ilepepasrubanue KoJIeHHOTO
cycrasa cBbiue 10°;

HAKJIOH Brepena Mpu (UKCUPOBAHHBIX KOJICHHBIX CYCTaBaX, IPHU 3TOM JIaJIOHU
J0CTAIOT JI0 T0JIa.

JlJist yCTaHOBJIEHUS] TMIIEPMOOMIBHOCTH HEOOXOAMMO HallMYue TPeX U3 ITUX
cumntomoB. Ilpumensiercs Takke oueHka B Oammax: 1 OGamn  o3Hauvaer
nepepa3ru0aHve Ha OJIHOM CTOpPOHE OAHOrO cycTaBa. MakcuMallbHas BEJIMYMHA
MOKa3arTessi, YUUTbIBasg JBYCTOPOHHIOIO JIOKAJIM3aluio, - 9 6amioB (mo 2 Gamna 3a
nepBbie 4 myHkTa U 1 Oamn - 3a 5-it myHkr). [lokaszarens 10 2 6anioB pacleHUBAETCS
KaK BapuaHT HOPMBI, OT 3 110 4 Oa/JIoB - JIerKasi TUIEPMOOMIBHOCTh CYCTaBOB, 5-9
OaJIJIOB - BBIPAXKEHHASI TUIIEPMOOUIIBHOCTb.

ApTpanruu y B3pOCIbIX JIIOAEH ¢ TUIEPMOOMIBHBIM CHHAPOMOM Yallle CBSI3aHbI
¢ (uzmyeckoil Harpy3koil u TpaBMoOil. B cBsi3u ¢ TeMm, YTO y MAalMEHTOB OOBIYHO
OTCYTCTBYIOT Kakue-TMOO BHUAMMBIE CUMIITOMBI PEBMATOJOTUYECKOTO  HIIU
OpTOINEINYECKOro 3a00JieBaHUs, MX KaJIOObl PACLEHHUBAIOTCS KAaK ICHUXOTEHHBIE.
Berpewatoress paznuyHble MOPAKEHUS MITKUX TKaHEH, KOTOpbIE Yallle HaOI0Aat0TCs
y JUI C CHUHIPOMOM THIEPMOOMIBHOCTH CYCTaBOB, HANpHUMEp, MOPAKEHHE MECT
MPUKPETUICHHS] CYXOXKUJIMH, BbI3BAHHOE YPE3MEpPHON Harpy3koM, - JiaTepaibHbId U
MeUaTbHBIA STUKOHIUINT, OUIUIIUTATbHBIA TEHIUHUT MJieya U ApYyTHE.

ONUIEMUOIOTMYECKUMU  UCCIEOBAaHUSIMU C TMPUMEHEHUEM KIMHUYECKUX
TECTOB YCTaHOBJIEHA PaCPOCTPaHEHHAs TUNIepMOOMIBLHOCTE Y 10% npencraBuTeneit
eBporneickoi nonynsanuu, y 15 - 25% - abpukanckoit u azuarckoi. [lo nanasiM M.
Onpgparmka, 00CIeA0BABIIET0 CJIOBAIKYIO MOMYJISIIIMI0 B Bo3pacte 18-25 met (1300
4elnl.), Jerkas creneHb runepmoOwibHocTH (3-4 Oamna) umena mecto 'y 14,7%,
BhIpakeHHas (5-9 6amnoB) - y 12,5%, renepanuszoBaHHas (BO BCEX CyCTaBax) — y
0,7%. To ecTb NMOBBINIEHHAs MOJBUXHOCTh CYCTaBOB ycTaHoBJeHa moutu y 30%

O6CJICI[OBaHHBIX MOJIOABIX J'IIOI[CI\/JI, COOTHOIICHUC JIUI[ MY>KCKOTO U KCHCKOI'O ITIOJia
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Obu10 onuHAKOBBIM. [lo TeHaepHBIM pa3nuyusM MpeodrafdaloT JKEHIIUHBI B
Pa3IMYHOM COOTHOIIEHHH C MyXunHamu — 6:1 u gaxe 8:1.

VY nereil MoOBBIIEHHAs! MOJBUXHOCTH BhIABIsiETCS B 60,7% - 39,6% ciyyaes.
VYcTaHOBIICHBI CIIETYIONIUE OOIIHME 3aKOHOMEPHOCTH: Y JICTeH MEePBBIX HENENb KU3HU
CYCTaBHYIO THUIIEPMOOMIBLHOCTh BBISIBUTH HEBO3MOXKHO B CBSI3U C THIEPTOHYCOM
Mbli. B Bo3pacte ot 2 no 7 net oHa onpenenserca y 22,8% nereil, COOTHOIICHUE
MaJIBUYMKOB W JEBOYEK B JATOM Bo3pacte cocrtasmser 1,5:1. C Bo3zpacTtom
TUIIEPMOOMIBHOCTh CYyCTaBOB YMEHBIIIACTCSI.

VY 48 % moapocTtkoB cuet no mkaie befitona cocrabnser menee 4 6amios. Ot 4
10 6 6amnoB - y 36%, 6onee 6 OamnoB — y 16%, mpudemM B 3TOU rpyIme JeBOYKH
BCTpPEUAIOTCS MOYTH B 3 pasa yalie, 4eM MaJTbuMKHU.

SpKUM HCTOPUYECKUM MPUMEPOM THUIEPMOOUIILHOCTUA CYCTaBOB, KaK OJHOTO
13 OCHOBHBIX NpusHakoB CT]I, sBISIOTCS yAMBUTEIbHBIE CIIOCOOHOCTH BBICOKOTO,
xynormiaBoro ckpunada Huxono Ilaranunum (1782 - 1840 rr.). OH obnagan TakKuMH
YIAUBUTEIBHBIMUA CIIOCOOHOCTSMH, YTO HEKOTOPBIE YTBEPIKIadu, OyATO OH MOJIYUHII
uX, TPOJIaB CBOIO Ayiy nbsiBony. Bpau Ilaranunu, ®panuecko bennatu, 3ameTw:
«Ilo nnvHE KHCTH €ro PyK BIOJHE HOpPMalbHBIC, HO, Onarojapsi YJIUBHUTEIbHOM
AIACTUYHOCTH BCEX CYCTAaBOB, paCTsKKa MaJbIIEB B JBa pa3za Oojblle OOBIYHOMN.
[ToaToMy OH, Hampumep, MOXKET CrubaTh B OOK CyCTaBbl NaJbIEB JIEBOW PYKHU C
HEUMOBEPHOM JIETKOCTHIO U OBICTPOTOM, HE MEHSISI TIPU ATOM TOJIOKEHUS PYKU».

K xapakTepHplM cuUMOTOMaM THUNIEPMOOMIBHOCTH CYCTaBOB OTHOCSTCS
MOJIMAPTPATUU, CBS3aHHBIE C (QPU3MYECKOM Harpy3kol u wMeTeodaKTopamH,
MOABBIBUXH CYCTaBOB, PEUUIUBUPYIONINE CHHOBHHUTBHI, BO3MOXHBI Pa3phIBBI
CYXOXWJIUH, CBSI30K, CYCTaBHBIX KalCyJ. YBEJIWYCHUE IOJBIKHOCTH CYyCTaBa
CrocOOCTBYeT ero OWOMEXaHWYeCKOW TMeperpy3ke W  MOBPEKACHUIO, YTO
yCYryOJIsIeTCSl HEIMOJHOIICHHOCTBIO KOJUIareHa CyCTaBHBIX Xxpsuieid. OueBuaHa
MaTOreHETUYECKass pOJb TUIMEPMOOUIBHOCTH CYCTAaBOB B Pa3BUTUU PaHHETO
octeoaptpo3a. Ilpu codeTaHun C pPEeBMATHYECKUMH 3a00J€BAaHUSIMU CYCTaBOB
TUIIEPMOOMIBHOCTH CYCTaBOB MOYKET U3MEHSITh CUMIITOMATUKY U CIIY>KUTh IPUUHHOM

YCTAHOBJICHUA HCIIPABUIIBHOTO JUAIrHO34a.
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Knuandeckuit cnmydait: OonpHoM K., 12 jeT moctynmus B TeIUAaTPUUECKOE
ornenenne 1. Cankr-lIletepbypra ¢ guarHo3om: «PeBMarougHbiii  apTpuT
(BeposiTHBIN), cycTaBHast (hopma, MOJOCTpOE TeUEHUE, aKTUBHOCTh 2 cteneHu, ®H —
O». ConyTtcTByronun JIAAarHO3: «HenuddepenmuporanHas TUCTLIA3US
COCIMHUTENILHOW TKaHU. [logKoIEeHHas KUCTa cripaBay.

N3 anamHe3a u3BeCTHO, YTO peOCHOK OT 1 OepeMEeHHOCTH, MpOTeKaBIIeH Oe3
ocoOeHHocTel. Ponpl B cpok. Jlo roja oTMeuancs 3KCCyIaTUBHBIN 1uate3, paxut. Jlo
4-X JIeT - 4acThle MPOCTYIHbIE 3a00yieBanusl, B 1,5 roga nepeHec ckapiaaTuHy, B 2,5 -
BETPSIHYIO OCIy. AJUJIEPTOJIOTHYECKU aHAMHE3 - PEAKIUS Ha IEHUIUIUINH, IOKOJIa/I,
IUTPyCOBBIE. HacneacTBEHHOCTh Yy MaTepu BBIpAXKEHHAS THUIEPMOOWIBHOCTH
CyCTaBOB.

Hacrosiee 3a6osieBaHre HauaaI0Ch B BO3pacTe S JIET, KOT/1a POIUTEIU CIydaiHO
3aMETHJIM TPUITYXJIOCTh B JIEBOM MOAKOJICHHON oOnactu. HabGmrogancs Xupyprom c
IWarHo3om: rurpoma. JledyeHue He mpoBOAMIIOCH. Uepe3 2 Mecslia MPUITYXJIOCTh
caMocTosiTeTbHO ucue3na. C 7 J5er crajd 3aHUMAThCcs (PUTYPHBIM KaTaHUEM, H
POJMTENIM BHOBb 3aMETHJIM KUCTY B MPaBOW MOJKOJEHHOW 00JacTH, KOTOpask TaKkKe
CaMOCTOSITEIbHO Hcue3na uepe3 1,5 mecsua. B Bo3pacte 7,5 ner neuunca B
XUPYPTrud4e€CKOM OTIIEJIICHUU MO TMOBOAY apTpuUTa JIEBOrO KOJEHHOrO CyCTaBa, TJe
HaKJIaJIpIBaJlach THIICOBas JioHrera. OTMmeuancs MoJoXUTeIbHbIN dddekT. OnHako
gepe3 6 MeECsIlEeB BHOBBL IMOSBWIACH TPUIYXJIOCTh U OO0JIC3HEHHOCTh KOJEHHBIX
CyCTaBOB, B CBSI3U C 4eM, ObLJI TOCHUTAIU3UPOBAH B KIWHUKY, TJ€ ObLI BBHICTABIICH
nuarHo3: PeBmMaTowaHbI apTpUT, cycTaBHas gopma, momoctpoe TeueHue. [lomyqan
aCIMpUH, JeNarui, BHYTPUCYCTaBHO BBOJAWICS HUKIOGOC(hHaH ¢ TUAPOKOPTUIOHOM.
Beimucan ¢ ynaydmiennem. UYepe3 1oiroga  BO3HUKIO HOBOE  000CTpeHHE
3a00JI€BaHMs, B CBSI3U C UeM, TTOBTOPHO JICUUJICSA B KIMHUKE MHCTUTYTA, 3aTeM 2 pasa
HaXOAWJICA HA CAHATOPHO-KYPOPTHOM JiIeueHUHU. B mponecc NocTeneHHo BKIIOYMINCH
TOJICHOCTOIIHBIE, Ty4€3aIsiCTHBIE CYyCTaBBI.

[Ipyu nmocTtymieHun B KJIMHUKY OOIee COCTOSHUE Majbyuka ObLIO
yIOBJICTBOPUTENIbHBIM. Koka uyucrtas, cyxas, oOOblYHOU OKpacku. OTMEYCHBI

IMPpU3HAKH I[CT - HNOBBIICHHAA PACTHKHUMOCTD WU MOPIIUHUCTOCTL KOXKHU, KI/I(1)03
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IPYAHOTO OTHAEJIa IT0O3BOHOYHHKA, JBYCTOPOHHEE MPOJOJBHOE IUIOCKOCTOMHME,
BBIPA)KEHHAs TUNEPMOOMIBHOCTb, IMOABBIBUXH CYCTaBOB, Bbicokoe He0o0, hallux
valgus, MHOXECTBO pPYOUYMKOB MO THUIy «IalUpPOCHOW Oymarum» Ha HOrax,
paclIMpeHHas BEHO3Has CeTh Ha Tpydd, HENpPaBWIbHBIA poCT  3yOOB.
[lanpnupoBanuchk nepudepudeckue JUMGOY3Nbl:  MOMYETIOCTHBIE, IaXOBBIE,
noambiiieynble (2 cremnenu). ToHBI cepAalla clierka MPUIIYIIEHbI, MSTKUAN
CUCTOJIMYECKUH IIYM HA BEPXYIIKE U (PU3NOJOTMUYECKUI aKIIEHT 2 TOHA Ha JIETOYHOU
aprepun. AJ[-110/60 MM pT. cT. B nerkux Be3ukysspHoe AbixaHue. JKUBOT MSTKHM,
0e30one3neHHbiid. [leyens, ceneseHka He nanbnupyiorcsa. [loxogka He u3MeHEHa.
OtmevaeTcsi MPUNYXJIOCTh ThUIBHOM IMOBEPXHOCTU JIyYe3allsICTHBIX CYCTaBOB C
MenkuMu Oypcutamu. O6a KOJIEHHBIX CyCcTaBa yBEJIMUYEHBI 32 CUET SKCCYJATUBHOIO
KOMIIOHEHTa, B MpPaBOM MOJKOJIEHHOW 001acTM — KucTa, (QYHKLIHUS CYCTaBOB HE
HapylieHa; o0a TOJEHOCTOMHBIX CycTaBa AePUIYypUpPOBaHBI 3a CUET IKCCYAATUBHO-
npoaudepaTUBHOTO KOMIIOHEHTa BOCHAJICHHMS C MHOMXECTBEHHBIMU MEJIKUMU
Oypcutamu. Hapymena portanus B mpaBoM Ta3zo0elpeHHOM cycTaBe. B anamuse
KpOoBU — reMomioOuH - 132 r/m, JedKonmuTH - 6,2X109/J1, COD-4 wMM/u.
NMMyHOTr100yIMHBI KPOBU B MIpeesiaX BO3PACTHON HOPMBI.

IIpy myHKOUM JEBOrO0 KOJEHHOTO CYCTaBa IMOJYYEHO 25 MJ CBETIIO-KENTOU
MPO3PavHOI )KUJIKOCTH, CHUKEHHOM Bs3KkocTH. LluTo3 3335 B 1 MKi1, HEHTpOoPMIIBI —
14%, mononykieapsl -86%, PO — oTpunaTebHbIN.

OcMOTp OKynHCTa - TAaTOJOTMU HE BBIABICHO. PeHTreHorpadus KOJEHHBIX
CYyCTaBOB C KOHTPAaCTUPOBAHUEM KHCTBI: KOCTHBIX H3MEHEHUW HE BbISBIECHO. B
MOJKOJIGHHON 00JIacTH clpaBa UMEETCs MOJOCTh OBAJIbHOW (GopMbl - 4x6 cwM,
PaBHOMEPHO 3alloJIHEHHAs KOHTPACTHBIM BellecTBOM. PeHtreHorpadus kucred u
Jy4e3arsiCTHBIX CYCTaBOB: KOCTHBIX M3MEHEHUH HE BbIABICHO. CPOKH OKOCTEHEHHMS
no Bo3pacty. llepuapTukynsipHble MATKHE TKaHU YIIOTHEHbL. C ITHarHOCTHYECKOU
LEeJbl0 MpOBEAEHa AapTPOCKONUS JIEBOIO KOJIGHHOTO CycTaBa M Ouorcus
CUHOBHAJIBHOW  000JI0UKH.  Pe3ynbTaThl  TMCTOJOTMYECKOTO  3aKIIOYEHUS:

XpOHI/I‘IeCKI/Iﬁ CHUHOBHUUT C BBICOKOM CTCIICHBIO AKTUBHOCTH MCCTHOTI'O
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BOCHAJIMTEIBHOIO Ipouecca. M3MeHeHuss He COBCEM YKIAJbIBAlOTCS B KapTUHY
PEBMATOUIHOIO apTPUTA, HE UCKIIFOYEHA BO3MOKHOCTh PEAKTUBHOI'O CUHOBUUTA.

Jleuenue: oprodeH 1o 75 Mr B CyTKH, BHYTPUCYCTABHO - TUAPOKOPTH30H, JIDK,
maccax. [Ipu ocMoTpe Manpunka B kKaTaMHe3e yepe3 11 jeT oT Hauyana 3aboseBaHus
JAHHBIX 3a PEBMATOMIHBIM apTPUT HE BbIABICHO. BucuepanbHas 1aToI0rus
orcyrcTBoBana. Ilepudepuueckue numdoysnsl He yBenaudeHbl. CoO  CTOPOHBI
CYCTaBOB: yMEpEHHasi TMUNOTpodusi MbIIL Oeapa, rpyOblid XpyCT MpU CrUOAHUH B
KOJIEHHBIX CycTaBaX. BHellHe KOJeHHble CYyCTaBbl HE H3MEHEHbI, (DYHKLIMS He
HapylleHa, clpaBa - MOJKOJEHHas KUCTa; B OOJACTH JIyde3alsiCTHbIX CYCTaBOB -
MeJkue OypcuThl. B TedeHue mociieqHux 3-X JeT MalbYMK HE MPUHHUMAN HUKAKUX
JIEKapCTBEHHBIX CcpelacTB. llepuoanyecku MOSBIAIACH MPUIYXIOCTh KOJEHHBIX
CyCTaBOB, KOTOpasi CaMOCTOATENBHO ITpoxoauia. ExXeromaHo jieuniicst B CaHaTOPUU.

Takum  oOGpazomM, Ha  OCHOBAaHMM  KJIMHHYECKHX,  JIAOOPATOPHBIX,
PEHTIE€HOJIOTUYECKUX W THUCTOJOTMYECKHUX JIaHHBIX, YYWTBHIBAasl OTHAJIEHHBIN
KaTaMHe3, JUarHOCTUPOBAH IOBEHUJIbHBI XPOHUYECKUM apTPUT, HETIOJIHAS KIIMHUKO-
naboparopHas pemuccus, OH-O0. ConyTtcTByONM JIAATHO3:
«Henuddepenuurpoannas AUCIUIa3Usl COEAUHUTENbHOU TKaHU. I[IpaBOCTOpOHHSA
kucrta berikepay.

[locTaHoBKka JuarHo3a y 3TOro OOJIBHOIO MPEJCTaBiIsia OIpeAesICHHbIE
TPYJAHOCTH MO TON NpUUMHE, YTO 00JIE3HH HOCHJIA SIBHO MPOTPECCUPYIOMINNA XapaKTep
C BOBJICYEHUEM BCE HOBBIX CYCTaBOB, BKIIKOYAsl U CYCTaBbl pyK. DTO MOIJIO YKa3bIBaTh
Ha BO3MOKHOCTb peBMaTouHOro aptputa. Ho ObulM M HEKOTOpbIE OCOOEHHOCTH B
KJIIMHUYECKON KapTUHE 0OJIe3HH, HE MO3BOJIAIONIME OKOHYATEIBHO YTBEPAUTH ITOT
auarto3. K HUM MOXHO OTHeCTH Havasio 00Jie3HH ¢ (GOPMUPOBAHUEM TOAKOJICHHOU
KUCTBI, YTO HE COBCEM XapakTepHO JUI1 PEBMATOUJHOIO apTpuTa, €€
peLUANBUPOBaHKUE TOche (PU3NYECKUX HArpy30K, BOBJIEYEHHE B MPOLECC OJHOIO
Ta300€PEHHOI0 CyCcTaBa, YTO TOXKE HE XapaKTepHO I JaHHOro 3aboneBaHus. U,
HaKOHELl, OTCYTCTBME THUIIMYHOW JUII MHOTOJIETHETO TEYEHHUs PEBMATOUIHOIO
apTpuTa peHTreHorpapuyeckoil KapTUHBI CYCTaBOB W cllabble HM3MEHEHUS Kak B

HUMMYHOI'paMME, TaK U B COCTAaBC CUHOBHAJIbHOM KHUIKOCTH.
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Bce »TO 3acTaBWii0 YCOMHUTBCS B JIMAarHO3€ PEBMATOMJIHOTO apTpUTa U
MPOU3BECTU APTPOCKONUI0O U OUONCHUI0 CHHOBUAIBHOW OOOJOYKH, KOTOPHIE HE
HNOJATBEpAMIN 3TOT nuarHo3. Karamuectuueckoe obOcnenoBanue yepe3 11 yer or
Hayajna 3a0o0JieBaHUS TIO3BOJIMJIO OCTAHOBUTBHCS Ha JMArHO3€ OBEHUJIbHBIN
xponuueckuit aptput Ha pone HICT.

CBoeoOpa3HOW PAa3HOBUJIHOCTbIO THIEPMOOMIBHOCTH CYCTaBOB SIBIISIETCS
CTaTUYECKOE IJIOCKOCTONHE. B ero ocHOBe JEKUT C1a0OCTh CBA30YHOIO ammnapara
CYCTaBOB CTOIIB.

[Inockocromnue mposiisieTcss 0OJIIMH B HOrax, 3aTPYyAHEHHUSIMHU IPH X0Jb0e,
OHO HEPEAKO COYETAeTCs C «HATONTHIIIAMWY», OTKJIOHEHHWEM | manblia CTOIbI
KHapyxu.  [IpuumHOM  MOSABIEHHUS  CUMOTOMOB  SABISIETCS ~ MCUEpIIaHUE
KOMIIEHCAaTOPHBIX  BO3MOXKHOCTEH WM  yBEJIMYEHHUE aOCOJIIOTHOM  Harpys3Ku
(yBenmuueHue Macchl Tejla, W3MEHEHHE JBUTaTelbHOro pexuma). [Ipuznakamu
JEKOMIIEHCUPOBAHHOTO IJIOCKOCTONHUS MOTYT OBITh KakK Heclneuupuyeckue —
«paznurtas» 001b 10 BCEHl cTomne, ObIcTpast yTOMIIIEMOCTh, TSYKECTh B CTOIAX IOCIIE
Harpy3ku, Tak W TOpaXeHUE OTACNIbHBIX TMEePUAPTUKYISAPHBIX CTPYKTYp 00JiacTu
CTOIbI, BO3HMKAIOIIME KaK OCJOXXHEHMSI MPOJOJbHOIO, IMONEPEUYHOro WU
KOMOMHUPOBAHHOTO TUIOCKOcTONUs. HapylieHne aMopTHU3allMOHHOM (PYHKIIUU CTOTIBI
NPUBOJUT K TIOBBIIEHHON Harpy3ke Ha CyCTaBbl HIKHUX KOHEYHOCTEH U
MO3BOHOYHUK U CIIOCOOCTBYET UX BTOPUUYHBIM JIeT€HEPATUBHBIM U3MEHEHUSM.

JlarHo3 MmiaoCKOCTONMs YCTAHABIMBAIOT HA OCHOBAHUU BU3YaJIbHOI'O OCMOTpa
(xapakTepHO  TIOHM)KEHME M  YIUIOIIEHHWE  CBOAA  CTOMbI),  BBIYMCICHUS
MOJIOMETPUYECKOT0 MHIEKCA U JaHHBIX peHTreHorpaduu cTon B O0KOBOM MPOEKIIUH.

JInarHocTuka MIOCKOCTONMS BKJIIOYAET Tak)Ke aHallu3 BHEIIHETO BHJla 00yBHU
MalMeHTa — MPU MPOJA0JIBLHOM MIIOCKOCTOIIMU IPOUCXOIUT CHAIIMBAHUE BHYTPEHHETO
Kpasi KabJIyKa U TOJIOIIBBI.

HaubGonee ynoOHBIM U3 METOAOB JUATHOCTUKHM IUIOCKOCTONHMS SIBJISIETCS
rwianTorpadus. JlaHHBIA METOJ 3aKiIOYaeTcss B aHaJIW3e OTMedarka CTOMNbl MpHU
Harpy3ke. Ctomna cmasblBaeTcsl pacTBOpoM JIIoross, W mamueHTa MpocsT BCTaTh Ha

muct Oymaru. Momun kamust u #oj, BXoAsuie B cocTaB pactBopa Jlrorons, mpu
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KOHTaKTe€ C IeJUTI0NI030M [1al0T WMHTEHCHBHOE Oypoe okpammuBaHue. Croma ke
OCTAaEeTCsl MPAKTUYECKU YUCTOM.

B HOpMmeE OTIeYaToK CepeAauHBbl CTOIBl HE MEPECEeKaeT TPaHMILy CPEIHEU u
JaTepalibHOM TPETU NEPIECHAUKYIApa, MPOBEAEHHOTO OT CEpPEAUHbI JIMHUU,
COCMHSIONICH Kpasi oTreyaTka B 00JIacTH MEIUaIbHOTO Kpasi MSATKH U OCHOBaHUS |
naneia. [Ipy npogoabHOM IUIOCKOCTONUM TOHMXKAETCSl MPOJOJIbHBIM CBOJ CTOIIbI,
BKJIIOUAETCS B HArpy3Ky €€ MeAUaIbHbIA OTIEI.

K aucnnmasusam COEIUHUTENBHOM TKAHM OTHOCST TaKXe SK30CTO3HYIO
XOHJIPOAUCIUIA3UIO — TTOPOK Pa3BUTHS METadMUPU3APHOTO XPSIA, MPOSBIISTIONTANCS
€ro paspacTaHusMU B MeTadU3apHBIX OTHAENaX KOCTH. OITO TMPUBOJUT K
HEPAaBHOMEPHOMY (DYHKIIMOHUPOBAHUIO POCTKOBOTO XpsIlla, YTO CIOCOOCTBYET
nedopManuu MeTa’nudU3apHON 30HBI U HAPYIICHUIO B3aMMOOTHOIIICGHUM B CYCTaBe.
[Ipu cpaBmeHUM 5K30CTO3aMHU COCYAMCTBIX OOpa30BaHUM BO3MOMKHBI TSIKEJbIC
OCJIO)KHEHHMSI, YXYAIIAIONIMEe KadecTBO >KU3HM O0JbHBIX. C pPOCTOM 3K30CTO30B
MOCTEMEHHO MPOUCXOJUT CAABJICHHWE MaJoOepIIOBOIO HEpPBa, Pa3BUBACTCS HUIIIEMUS
HEPBHBIX CTBOJIOB, MPUBOASIINE K AKCOHAIBHOMY MOpa)XeHWI0 HepBa. [Ipu sTom
KIIMHUYECKA WMEIOIIUECS W3MEHEHUs] MOTYT HE TPOSBISITECA W OOHAPYKUBAIOTCS

JMILB B PE3YyJIbTaTe FNEKTPOHEHPOMUOrpahUUECKOro UCCIEOBAHHUS.

NMMYHOJIOTUYECKUE UBMEHEHUA [1PU TUCIUIA3ZUN
COEJIMHUTEJIbHOM TKAHU
CymiecTByeT TecHasi B3aMMOCBS3b MEXKY COCTOSSHUEM UMMYHHOW CUCTEMBI U
CUHIPOMOM COEIUHUTEIbHOTKAaHHON auciuia3uu. CBONCTBEHHBIE ATOMY CHUHIPOMY
IUCTpoUYECKUEe HW3MEHEHUS TUMOJUM@OUIHON TKaHUM BEAYT K HapYUICHUIO
MMMYHOJIOTUYECKOW KOMIIETEHTHOCTH OpraHusMa. [l 3TOro KOHTHMHIEHTA ACTed
XapaKTepHbl OOJBIIOE KOJIMYECTBO OYAroB XpPOHUYECKOM MHQPEKLIHUH, 4YacThie
MHTEPKYpPEHTHbIE 3a00JI€BaHus, IEPCUCTUPYIOIIAs XJIaMUANIHAS U MUKOTIa3MEHHas

uH(peKu, TyOMH(OUIMPOBAHHOCTh, BUPYCOHOCUTENIHCTBO. MOXKHO MpeAroararb,
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YTO JJATEHTHOE U aTIUYHOE TeUEHHE XPOHUUYECKHUX 3a001€BaHUN y 3TUX JETEH MOXKET
OBITH CBA3aHO C HapyIIEHHWEM UMMYHHOT'O OTBETA.

JCT B uenoMm u ee KIMHUYECKHUE (POpPMBI, TaKUe Kak, HapUMEpP, CUHAPOM
Mapdana u BpoxkAeHHbIE JAedopMalMd TPYAHOW KIETKH TECHO CBSI3aHbI C
ocobenHoctsimu pacnpenenenuss HLA anturenos. Kpome Toro, Takue KimHUYecKue
npuzHaku JICT, xak nedopmanuum TpyaHOM KIETKM U MO3BOHOYHHKA,
poJadMpoBaHUe MUTPATIBHOTO KJalaHa, MIOCKOCTONUE, MUOIUS, aCCOLIMUPOBAHBI Yy
OONBHBIX € cuHIpoMOM Mapdana U BOpoHKOOOpa3HOW Aedopmarvieil TpyaHOU
KJIETKU C Pa3IUYHBbIMU aHTUT€HAMH THCTOCOBMECTUMOCTU. KpoMe Toro y O0JIbHBIX €
JCT umeroTcss UMMYHOJIOTUYECKUE HAPYILCHMUS.

JlabopaTtopHble moATBepkAeHUS WUMMYHHbIX HapymeHud npu JICT Obuiu
MOJIyYeHbl MPU HUMMYHOJIOTMYECKOM  HCCIIEIOBAaHUU. Y OOJBHBIX C CHHJPOMOM
MapdaHna 1o cpaBHEHHIO C HOPMOW OTMEUEHO JOCTOBEpHOE CHMkeHue yucia CD3+,
CD4+ u yBenuuenne konudectBa CD8+ n A-POK, a y 60J1bHBIX ¢ BOPOHKOOOPA3HOM
nedopmanueit rpyaHor kietku - CD4+. @aromurapHas YW IUTOTOKCHYECKas
aKTUBHOCTb HEUTPO(PUIOB 3HAYUTEIBHO CTUMYJIUPOBaHbL. OJHAKO Yy HEKOTOPBIX
OONBHBIX ATH  (GYHKUMM  HAPYIIEHBI, 4YTO  BBIpaXKaeTcss B  OTCYTCTBUHU
ctumynupytomiero 3¢ dexra nuporeHasia B HCT-Ttecte U B TOCTOBEPHOM CHUKEHUU
¢darouurapHoro wuHAekca. BpisBiaeHO yBenuuenwe koHueHTpauuu I[gA u IgE.
O6pamaer Ha ceOs BHUMaHue TOT (pakt, uro HLA-B27, umeromuii y OOJIBHBIX C
cuHApoMoM Map@daHa BBICOKMI MOKa3aTelb OTHOCHTEIBHOIO PUCKA, TECHO CBSI3aH
He ¢ HauboJiee BBICOKMM cojepkanuem T-cympeccopoB (CDS), a HaobopoT, ¢ uX
HaUMEHbIIUM KoJinuecTBOM. [lonyueHHble cBeleHHs 00 UMMYHHBIX HapyLICHUAX Y
oompHbIX ¢ JCT mO3BOJSAIOT CUMTaTh, YTO MPOTPEAUEHTHOE pPa3BUTHE
PEUUINBUPYIOIINX, XPOHUYECKUX BOCHAIUTEIBHBIX NPOLIECCOB, B YaCTHOCTH
Hecrnenuduueckux 3adoneBanuil Jerkux y 6oapHbIX ¢ JJCT 00ycnoBieHO BAUSHUEM
HE TOJIBKO BEHTWISILIMOHHBIX HAPYIIEHUH, CBS3aHHBIX C OTEYHO-BOCHAIUTEIHLHBIMHU
M3MEHEHUSIMU OPOHXOB, CHM)KEHUEM AJIACTUYHOCTH U OTPAHUYEHUEM IMOJABUKHOCTH
JETKUX, BCIEICTBHE JedopManuu TpyAHOM  KJIETKH, HO U  HMMYHHOM

HCAOCTATOYHOCTH. HOCKOJIBKy AJJICIIBHBIC  BAPHUAHTDLI HLA-aHTUTeHOB TECHO
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CBs3aHbl KaK C OCOOEHHOCTAMM KinHU4Yeckux mnposiienuid JJCT B uerom u ee
KIINHUYECKUX BAapUaHTOB, TaK W C XapaKTEPHbIMM HM3MEHEHUSIMH B HMMYHHOMU
CUCTEME, MOXHO NPEANOJIOKUTh, YTO KIMHUYECKAS PA3HOBUIHOCTb HM3Yy4aEMBIX
dbopm JICT o6ycnoBieHa UX MATOr€HETUYECKON Pa3HOBUIHOCTHIO.

NMMyHHBIN aucOanaHC Takke BCTpevyaeTcs Yy JeTedl ¢ KapauajibHBIMU
MPOSIBJIEHUSAMHU  JAUCIUIA3UM COEIMHUTENbHOM TKaHW. Kwmeercs TecHas CBS3b
JUCIUIa3UU COEMHUTENIbHONM TKAaHHM cepjlilla ¢ HapylleHHeM (GYHKUUM HUMMYHHOU
cuctemsl (I'. ®@. U6parumona 1997; B. M. Axkosnes u np., 2002; G.T. Calvert et al.,
1998). IlpoBeneHHble paHee HUCCIEAOBAHUS HMMMYHOJOTUYECKUX MapaMeTpoB
nepudepruueckoil KpoBH MNAIMEHTOB C MalbIMU aHOMAJIUSMU pPa3BUTHS CEpAla,
CBUJICTEIbCTBYIOT O  HAJIMYMM  W3MEHEHUW  MONYJSIMUOHHOTO  COCTaBa
MMMYHOKOMIIETEHTHBIX KIJIETOK, IOKAa3aTeJeil I'yMOpPaJbHOTO U KJIETOYHOTO 3BEHA,
COJIEp’KaHMsI IIUTOKMHOB, YPOBHSI MPOTHUBOOPTraHHBIX AHTUTEN. B cBf3u c 3THM,
0cO0yI0  aKTyaJbHOCTb  MPHOOpETaeT H3YyYEeHHWE HMMYHHBIX  MEXaHU3MOB
dbopMHpOBaHUS MajblX aHOMAJIUWA pPa3BUTHs Cep/la, HauMHAas C CaMbIX PaHHHUX
ATAIOB, BKIIKOYAsl AaHTCHATAIbHBIN U pAHHUI HEOHATAJIbHBIN MTEPUO.

I[Ipy  gucnna3uum  COEOUHUTENBHONW  TKAHW  HAPYLIAKOTCS  MIPOLIECCHI
pacno3HaBaHus W npeseHtanuu Al nmepudepuyeckumu ¢darouuTaMu Matepu U
HOoBopoxkaeHHOoro. Passutne JICT cepaua accoumupyeTrcs C  aKTHBalUEH
nepupepruueckux  MaTEepPUHCKUX  JIUMQPOIMTOB UM  yrHETEHUEM  aKTUBALUU
JTUM(OIUTOB HOBOPOKIEHHOTO.

B pazButuu MAPC y4acTBYIOT ayTOMMMYHHbIE pEaKIHH, OOYCIOBIIEHHbIE
NoBbIIEHHBIM ypoBHeM [IMK wu ycuieHueM cuHTE3a aHTUTEN K KOJUIAr€Hy H
anacTuHy. Pa3BuTHE MalbIX aHOMaluid pPa3BUTHS CEpPALA ACCOUUUPYETCA C
aUcOaIaHCOM ~ CHCTEMHOM  MPOAYKIMM  LUUTOKMHOB M (haKTOpOB  poOCTa,
MPOSABIIAIONIETrocs y Matepel cHukeHueM ypoBHs bFGF u noBsilieHueM copepxanus
TNFa, y HOBOopoxaeHHbIX — yBenundeHueMm konuudectBa TGFB2, bFGF u TNFa nHa
¢done cHmkeHHOro ypoBHs [FNy.

3aKOHOMEpPHOCTHU M3MeHEHHUs conaepkanus EK u ypoBHS ayToaHTUTEN IPOTHUB

KoutareHa y marepu M koiumdectBe HLA-DR+ numdonuToB y HOBOPOXKAEHHOIO,
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no3BoJisitoT auarHoctuposath JICT cepana y mioga M MpOrHO3UPOBATh AUHAMUKY
MaTOJOTMYECKOTO Tpolecca y Jered mnepBoro rojaa xu3Hu. Pazsutne MAPC
acCOLIMMPYETCs C AUCOATIaHCOM peaklUii BpPOXKIEHHOIO UMMYHHUTETa Ha CUCTEMHOM
ypOBHE, KaK y MaTepu B TpEThEM TpUMECTpe OEpEeMEHHOCTH, TaK U Y
HOBOPOJKJIEHHOr'0, YTO MposBisAeTcs yBenuueHueM ypoBHs CD16+ m CD56+ EK,
HapyuieHueM npe3eHTanuu Al' 1 KOHIUIUOHUPOBAaHUS GarouuToB. OTINYUTENHHOM
YepToil BPOXKIECHHOTO MMMYHHUTETa MaTepu SBISETCS YCUJIEHUE OaKTEepUIMIHON
aKTUBHOCTU HEUTPO(DHIIOB, HOBOPOXKIEHHOTO — €€ CHUKEHHE.

Peaknuu aganTUBHOTO MMMYHHUTETa MpU (HOPMUPOBAHUU JTUCIIACTUYECKUX
M3MEHEHU  XapakTepu3yloTcs y MaTepedl  akTuBanued  JUMQOLMTOB, Y
HOBOPOXK/ICHHBIX - YTHETEHUEM aKTHUBALIMU JUM(OLUUTOB, CHIXKEHHEM COAEpKaHUs
T-numpouuroB u T-xenmepoB Ha (¢GoHe mnoBblmieHuss konuuectsa L[TJI,
CBIBOPOTOYHOUN KOHLeHTpamuu IgA u IgM. V wmarepeil nereli ¢ KapIHaJIbHBIMU
IUCIUIa3UsIMU Ha CUCTEMHOM YpPOBHE OlpejensieTcss cHuxeHHbIM ypoBeHb bFGF Ha
¢one Bbicokoro comepkanuss TNFo, a y MX HOBOPOXIEHHBIX - TOBBIIIEHHOE
conepxkanne TGFB2, bFGF u TNFo na ¢one cumkennoro yposHsi IFNy. Pa3zsurtue
XapaKTEepU3yeTCsl BOBJICYEHUEM ayTOUMMYHHOTO KOMIIOHEHTA: Y MaTepel U UX JIETeH
omnpenenseTrcs NOBbINIEHHBIM ypoBeHb L[[UK, a Taxxke aHTUTEN K KOJUIAreHy H
AIACTUHY B CBIBOPOTKE KPOBH.

CHmxenue conepxkanust nepudepudeckux CD16+ EK npu ogHoBpemMeHHOM
MOBBIIIEHUH YPOBHSI aHTHUTENl K KOJUIareHy B nepudepuvyeckoil KpoBH y MaTepu B
TPEThEM TPUMECTPE OEPEMEHHOCTU SIBISETCS KPUTEPUEM JIMArHOCTHUKHU MaJbIX
aHOMaJIMil pa3BuTus cepaua y 1ioga. CHmwkenue conepxkanuss HLA-DR+
TUM(GOIUTOB B KPOBU HOBOPOKIEHHOTO SBJISIETCS MPOTHOCTUYECKUM KPUTEPHUEM
HEOJIaronpusATHON JUHAMUKH JAUCIIACTUYECKUX U3MEHEHUH ceplila y JeTel K KOHILY
MIEPBOI0 rojia )KU3HU.

Anturensl, ¢enotunsl u ramnotunsl HLA, accouuupyroTcss ¢ pa3HbIMU
nposiBiienussmu JICT 'y OonbHBIX — aromuyeckuMm  aepmaTutoM. HMwmeercs
aCCOLIMMPOBAHHOCTH MOBBIIIEHHOTO YPOBHS UMMYHOTI100yiIMHA E ¢ BBIpaXkeHHOCTHIO

JAUCITIIa3uH COCI[HHI/ITCHBHOﬁ TKaHu 1 anTuredamu HLA kominiekca.
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Takum 06pa3om, UMMYHHAsl CUCTEMa OOJIbHBIX C IMCIUIA3HEN COeTMHUTEIBHOM
TKAHU  XapaKTEpHU3yeTCs]  BBIPAXKEHHBIM  HMMMYHOAC(PUIUTOM, KOTOpPHIM  Ha
KIIMHUYECKOM  YPOBHE TMPOSBISAETCS PEUUAMBHPYIOIIMMU W XPOHUYECKUMH
BOCHAJIMTEIbHBIMA TIPOLIECCAMU BEPXHUX JBIXaTEIbHBIX IIyTEH, JIOP-OPTraHOB,
JIETKHX, MTOYEK U KOKHBIX TOKPOBOB. AHTUTEHbI rucTocoBMecTuMocTH [ 1 II kimaccos
HE TOJIBKO AaCCOLIMMPOBAHBI C IIPEAPACIIONIOKEHHOCTBIO M PE3UCTECHTHOCTBIO K
Pa3BUTHIO JMCIUIA3UM COEJUHUTEIBHOM TKaHU, OCOOCHHOCTAMM KIMHUYECKUX
MIPOSIBJIEHU, HO M ONPENEIAIT HaJW4yue OTKIOHEHH B MMMYHHOH CHCTEME, YTO
yKa3blBaeT Ha BAXHYIO pOJIb TEHETHMYEeCKMX (DaKTOPOB B MATOI€HE3€ 3TOro
3a0oneBanus. OpHAaKo 7O CHX TMOp OCTAalOTCA MPAKTUYECKH HEU3YYCHHBIMU
MexaHu3Mbl (opMUpoBaHUs UMMYHHBIX Hapymenuit npu JACT. Hanuune uMMyHHBIX
HapylUIeHUH, COMYTCTBYIOIIEe OPOHXOJIETOYHOMY U BHUCILEpPAIBHOMY CHHAPOMaM
JCT, moBbIIa€T PHUCK  BO3HUKHOBEHUS  ACCOLUMHUPOBAHHOW  IMATOJOTHUH

COOTBCTCTBYIOIIHUX OPIraHOB U CUCTCM.

OCOBEHHOCTHU BEI'ETO-IICUXOJIOTMYECKOI'O CTATYCA U
AJTATITALIN
JIETEN C JUCIUIA3UMEN COEJJUHUTEJIBHOW TKAHU

Berero-nicuxonornueckue paccTporcTBa OTHOCSTCS K HauOoJsee
PacipoCTpaHCHHBIM IIATOJIOTHYCCKHUM COCTOJAHUAM Y I[eTeﬁ n TIIOAPOCTKOB. OHI/I
ABJISIFIOTCA q)aKTOpOM PHUCKA 1 IPCAUKTOPOM BO3ZHHKHOBCHUSA MHOI'MX OPraHUYCCKUX
3a0oneBaHuil — wuIIeMUYecKoil Oo0Jie3HUW ceplla, apTepualbHOM TUNEPTOHUH,
1epeOpPOBACKYIISIPHBIX 3a00JIeBaHUM, S3BEHHOW OO0JE3HU. Y NIeTe W MOJPOCTKOB C
HHCHHaBHeﬁ COCI[I/IHI/ITCJIBHOﬁ TKaHU BCTCTATHBHBLIC HAPYIICHUSA TI'CHCTUYCCKU
oOyCJIOBJIEHBl M JIMarHOCTHPYIOTCA C paHHero Bo3pacta. B ¢opmupoBanuu
BCI'CTATHUBHLBIX HapymeHI/Iﬁ Y HnanmucHTOB C I[I/ICHJI&BI/ICﬁ COCHHHHTCHBHOﬁ TKAHAU
HMCKOT 3HAUYCHHEC TI'CHCTHUUYCCKHC (I)aKTOpBI, JeKalmume B OCHOBC HAPYHICHUA
6I/IOXI/IMI/I?>Ma O6MCHHBIX IMponeccCoB B COCI[I/IHI/ITCHBHOﬁ TKaAaHHU U q)OpMI/IpOBaHI/II/I
MOpGOJIOTHYECKUX  CyOCTpaToB, MNPUBOMASIIMX K  W3MEHEHHIO  (DYHKUIUH

rumnorajiamMyca, 1“1/1110(1)1/1331, IIOJIOBBIX KCJIC3 H CI/IMHaTI/IKO-aI[peHaHOBOﬁ CHUCTCMBEI.
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Boicokass wacTtoTa BBISABIsIeMOCTH BereTaTuBHBIX auchyHkumit npu JACT
oOyClIOBJIeHa  HAcJEeAyeMbIMH  OCOOCHHOCTSIMHU  CTPYKTYpbl M (QYHKUUHU
JTUMOUKOPETUKYJIIPHOTO ~ KOMIUIEKCa. ITO  0OCTOSATENBCTBO  MPEAONpEEsieT
aHOMAaJbHbIN Xxapakrtep HeillpoBereraTuBHbIX peakuuil. [Ipm JICT wm cunapome
BEr€aTUBHOM JMCTOHUU OHU PEATU3YIOTCS YEPE3 CUCTEMHBIN 1ePeKT OMOTOTHYECKUX
MeMOpaH U MepUHaTaIbHOE MOPAKEHHUE TUIIOTAIAMUYECKUX CTPYKTYP.

BereraTuBHble U TICMXOJOTHYECKUE TUCHYHKIMH SIBISIOTCS 0053aT€IbHBIMU
KOMIIOHEHTaMU  AUcCIulacThuueckoro  (Qenoruna. BereratuBHas  AuCHyHKUUA
BcTpeyaercs B 97% ciyyaeB NpuU  HACIEACTBEHHBIX CHHAPOMAX, MpH
HenuddepeHupoBaHHOW (popMe IUCIUIa3UU COSAUHUTEIbHON TKaHU — B 78%
ciy4yaeB. Y OOJIBIIMHCTBA MAIlUEHTOB BBISABISAETCS CUMIATUKOTOHMS, pEXKe
BCTpeYaeTcsl cMelaHHas ¢GopMa, B MEHbIIEM INPOLEHTE CIy4aeB - BaroTOHMS.
Brlpa)k€HHOCTh KIIMHUYECKUX MPOSIBICHUN CUHAPOMA HapacTaeT IapajljieIbHO
TSOKECTU TUCIUIA3UU COSAMHUTEIIBHON TKAHMU.

JInd  moApOCTKOBOrO  BO3pacTa  XapaKTEpPHO  HAIWYME  BEreTaTUBHBIX
HapyluleHuH, OOYyCIOBICHHBIX HE3aBEPUICHHOCTHIO (OPMHUPOBAHUS BETE€TaTUBHOU
HEPBHOM CHUCTEMBI, TOPMOHAJIBHOU MEPECTPONKON U aKTUBHBIM POCTOM OpraHusma. B
3TOT IIEPUOJ CYLIECTBEHHO BO3pAcTaeT aKTUBHOCTb KaK CUMIIATUYECKOTO, TaK U
[1apacUMIIATUYECKOT0 3BEHA BEreTATUBHOM peryisinuu. B HOpME 3TH U3MEHEHUS
ABJIIOTCS BPEMEHHBIMU U 00€CTIeUnBaIOT aJIallTallii0 PA3IMYHBIX CUCTEM OpraHU3Ma
K BHEUIHUM YCJOBHUSM. Y CYryOssieT UMeronuiicss nucOasaHc BEreTaTUBHON HEPBHOMU
CUCTEMBbl HENpPaBHJIbHBIA 00pa3 XKU3HU — OoJsiblline HH(POPMALMOHHBIE HATPY3KH,
TUINOJMHAMUS, CTpeccoBble (akTophl. JluTenbHOe NMpeObIBAHUE B TaKUX YCIOBHSIX
CIIOCOOCTBYET «3aKPETUICHUIO» HETaTUBHBIX CIBUTOB B (DU3UMOJIOTMUECKUX PEaKLMSIX
OpraHu3Ma, 4ro CrnocoOCTByeT (POPMUPOBAHUIO CUHAPOMA BET€TaTUBHOW JAUCTOHUU
(CB/I) n ncuxo-coMaTuuecK1X pacCTpOUCTB.

B nyGepratubiii nepuox mnposiBaeHuss CBJl B 3HauMTeNbHOM CTENEHU
yeyryonsitores. [Ipu atoMm no cpaBHenuto ¢ noapoctkamu 6e3 JICT, naGmomaercs
0oJiee BBIPAKEHHOE MOBBIIICHHE aKTUBHOCTH CUMIIATUYECKOTO OT/IeNIa BEreTaTUBHOM

HCpBHOﬁ CUCTCMBI, 0oJbllee KOJHYECTBO KaJIo0 Co CTOPOHBI MHOT'HUX OpPraHOB H
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CUCTEM,  HapylleHHWE  TICUXOAMOIIMOHAIBHOTO  COCTOSIHUS,  CBSI3AHHOIO  C
ACTEHMYECKUM M KOCMETHYECKHMM cHuHApoMaMu. Kpome Toro, Ijsi 3TUX JeTel
XapaKTepHbl JAUCKOOPJWHAIMS BEreTaTHMBHOW PETyJALMM PECNUpPATOPHONH U
KapJualbHON CHCTEM, HAPYIICHHE TICUX0IMOIMOHAIIBHOTO cTaTyca (HeCTaOMIbHOCTD
1o akTopaMm TPEBOKHOCTH, HECTAOMIBHOCTH BBIOOPA, paOOTOCIIOCOOHOCTH).

CBA opu JACT  xapakrepuszyercsi  3HAYUTEIbHBIM CHI)KEHUEM
(GYHKUMOHANBHBIX PE3ePBOB M QJaNTAIlMOHHBIX BO3MOXHOCTEHW OpraHu3Mma.
BoipaskeHHasi CHUMIIATUKOTOHHUS SIBIseTCA (aKTOPOM pHCKAa TeMOAUHAMUYECKU
3HAYMMBIX APUTMUYECKUX oOcioxkHeHud y marueHToB ¢ JCT. OTu u3MmeHeHus B
3HAYUTEIBHOM Mepe CHOCOOCTBYIOT pPa3BUTHIO AaCCOLMMPOBAHHOM NATOJOTUHU U
HapylIalT KaueCTBO XKU3HU JIeTEH U MOJIPOCTKOB.

[lanmeHnTsl ¢ JucCIIa3Ued COEOUHUTEIBHON TKaHH (OPMUPYIOT TpYMIy
MOBBIIIEHHOTO  TICUXOJOTUYECKOIO PHUCKA, XapaKTepU3YIOMIYIOCS CHM)KEHHOU
CyOBEKTUBHOM OLIEHKOM COOCTBEHHBIX BO3MOXHOCTEH, YpPOBHEM MPETEH3UM,
HMOIIMOHATBHON YCTOMYMBOCTH M PpabOTOCIIOCOOHOCTH, MOBBIIIEHHBIM YpPOBHEM
TPEBOXKHOCTH, PAHUMOCTBIO, JIETIPECCUBHOCTHIO, KOHpopmu3MoMm. Hamuuue
JTUCIUIACTUKO3aBUCUMbBIX KOCMETHYECKUX HW3MEHEHUH B COYETAaHUU C aCTEHUEH
GOpMHUPYIOT — TICUXOJIOTUYECKHE OCOOEHHOCTH 3TUX  OOJBHBIX:  CHI)KEHHOE
HACTpPOEHHUE, TOTeps OIIYIICHUS YIOBOJBCTBUS M HHTEpeca K JeATEIbHOCTH,
HSMOLIMOHAJIbHAS JITAOWJIBHOCTh, MECCHUMUCTUYECKAsl OLIEHKa OYIYIIEro, HEpEeIKo ¢
UAesIMUA CaMOOMYEBAHUS U CYUIIMAATBHBIMU MBICISIMU. 3aKOHOMEPHBIM CIIEJICTBUEM
MICUXOJIOTUYECKOTO JAUCTpecca SBISETCS OrpaHUYCHHE COIUAIbHOW aKTHUBHOCTH,
YXY[ILIEHWE KAayecTBa KM3HU U 3HAUMUTEIbHOE CHUKEHUE COIMAIBHOW aJanTalui,
HauboJsee akTyaJbHbIE B IMOAPOCTKOBOM M MOJIOJIOM BO3pacTe. J[eTH ¢ BbIpaKeHHOU
JICT, kak npaBujio, UMEIOT 0ojiee HU3KUH COIMOMETPUUYECKUI CTaTyC B IpyIe. ITo
XapaKTepHO KakK JJii MaJlbuYUKOB, TaK M JJis JeBo4YeK. HeraTuBHbIE 3MOLMOHATBHBIC
NepeXUBaHUsl CUTyallMid y jaered ¢ spko BelpaxkeHHbIMU mnpusHakamu JICT,
COMPSDKEHHBI C  HEOOXOJUMOCTBIO  CaMOPAaCKPBITUSA, JEMOHCTPALlMM  CBOMX
BO3MOXHOCTEH. 3aBUCUMOCTb MeXAy ¢pycTpanueil moTpeOHOCTH B JOCTHIKEHHUH

yCIicXa MU CTCICHBIO BBIPAXKCHHOCTHU I[CT CBUACTCILCTBYCT O HC6HaFOHpH$ITHOM
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MICUXUYECKOM (POHE, KOTOPHIM HE TO3BOJISIET peOEHKY pa3BUBATh CBOM MOTPEOHOCTH B
ycrexe, JOCTUKEHUU BBICOKMX pe3ynbTaToB. OCOOEHHO 3TO XapakKTEpPHO IS
MaJIbYUKOB. Y JE€BOYEK C SPKO BbIpakeHHbIMU npusHakamu JICT, HampoTuBs, c
yBenuueHuem ctenenu JICT mokaszarenu mo mkane «PpycTpaius moTpeOHOCTH B
NOCTH)KEHUM — yCHEXa» CHUIKAIOTCA, KpPOME TOro, HMEETCS OTpULATEIbHAs
3aBUCUMOCTh IO MKajle «CTpax HE COOTBETCTBOBATH OXKUAAHUSAM OKPYKAIOLIKX»,
T.. JEBOYKM C sApKo BblpakeHHbIMU npuzHakamMu JICT He CKIIOHHBI
OpPUEHTHPOBATbCS HA MHEHUE [JPYTUX JIOJEd B OLEHKE CBOMX pPE3YJIbTATOB,
MTOCTYNKOB U MBICIIEH.

Otn HaOII0ICHUS CBUJICTEIBCTBYIOT O TOM, YTO 3SMOLMOHAIBHOE
Oylaronoiyuue aetei ¢ spko BeipakeHHbIMH npu3zHakamu JICT Haxomgutcs Ha Ooiee
HU3KOM YpoBHE. Takke 3TH [E€THU MEHEE YCIEIIHbl B COIMAJbHBIX KOHTAKTaXx,
O0COOEHHO 3TO KacaeTcsl OTHOLIEHUH ¢ yuuTeiasiMu. [Ipudyem 3To CBOMCTBEHHO TOJIBKO
Manmpuukam. JleBoukaMm ¢ BbIpakeHHbIMM npu3zHakamu [ICT, HanmpoTwB, mpuCyIle
0oJee AUCHUILUIMHUPOBAHHOE TIOBEICHUE HA YPOKE U YCIIEITHOE YCBOCHUE IKOIbHBIX
HOPM.

IIpn paznuunoii creneHu BbipaxkeHHOCTH [ICT u3MEHSI0TCS W CBOMCTBA
HepBHOU cuctembl. C yBenunuennem creneHn J(CT yBenmuyumBaroTcs MNOKa3aTENH
(KOJIMYECTBO TOYEK) JIEBOW pyKU (IO pe3ysibTaTaM TENMHUHI-TECTa), YTO KOCBEHHO
CBUJIETEIICTBYET O XOPOLIEM Pa3BUTHUHU MPABOT0 MOJYHIAPUSA MO3ra Y 3TUX JIETEH.

PaGotocnocoOHocTs nereit ¢ pasnoil crenenpto JCT mano pasnuuaercs. Y
neBouek ¢ JICT yromieHue HactynaeT OBbICTpee MW Ha MOCIAEAHMX HJTamax
KOPPEKTYPHOU MpoOBI TeMIT pabOThl CHUKEH.

Cy1iecTByeT CBsSI3b MEXAY OCOOCHHOCTSIMU JUCIUIACTHYECKOW KOHCTUTYIIMHU U
BapuaHTamMu mu3odpenud. Jluna ¢ BHEMIHUMU (HEHOTHUNHYECKUMU TMPOSBICHUSMU
JCT xapakTepus3yrTcs CHM)KCHHEM CaMOOLECHKHM, YPOBHS MPUTA3aHUN U
AHMOIIMOHATBHON  YCTOMYMBOCTH, pPabOTOCIOCOOHOCTH. YPOBEHb TPEBOXKHOCTH,
HaIlpoOTHUB, MOBbILIEH. B 4WacTh cilyyaeB M3MEHEHUS JUYHOCTH HOCSAT BTOPUYHBII

XapakTep U CBA3aHbl ¢ popmupoBanueM aucmMophodoouii.
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Takum o00pa3zom, HEOOXOJUMO OTMETHTh, YTO B II€JIOM ICHUXOJOTHYECKas
apantanus aerei ¢ npuzHakamu JICT k 00y4eHUIO B IIKOJIE MPOXOJUT HEAOCTATOYHO
YCIICIIHO, TMOCKOJIbKY Yy O3THX JeTell HaOJIoAaroTcs pa3IiMuHOTO pPOJa acTeHO-
HEBPOTHYECKHE TMPOSBIEHUS (BAJIOCTh, PACCEIHHOCTh, CJIA0OCTh, PACCTPOMCTBA
3achlllaHusl W pUTMA CHA, TOJIOBHbIE OOJIM, TOJOBOKPYXEHHUS, OECHOKOMCTBO,
PacTOPMO>KEHHOCTD), HEBBICOKUA MX COLIMOMETPUYECKHUE TMO3UIIMU U aBTOPUTET CPeau
CBEPCTHHKOB, YTO CBHUJIETEICTBYET O HAPYUIEHUH 3MOLUOHAIBHO-OIIEHOUYHOTO (MK
JUYHOCTHOTO) KOMIIOHEHTa YCHemHOocTH afanTanuu. K 3ToMy MOXHO A00aBUTH
BBICOKHE MOKA3aTeNH JIMYHOCTHON TPEBOKHOCTH, 3aBBIIIEHHBIN YPOBEHb HEUPOTU3MA
Y HU3KUE MOKAa3aTeNM CaMOOLEHKHM JeTeil ¢ BbIpakeHHbIMU npusHakamu JICT. YV
MaJbuMKOB C BblpaxeHHbIMH mpuzHakamu JICT oTmedena Ooublias CcTeneHb
AMOIMOHATLHO-TMYHOCTHON Jie3aJjanTaliii (BBICOKAsl CTENEHb AMOIMOHAIBHOIO
HeOJIaronoayuus, HeR(P(PEKTUBHOCTH COLIMAJIBHOTO MIOBEJICHUS,
HEJUCIUIUIMHUPOBAHHOE TMOBEJEHUE), YTO B JaJIbHEUIIEM MOXET CKa3aThCsi Ha
HeA((PEKTUBHOCTH B PEUICHUU JIMYHOCTHBIX M JKU3HEHHBIX MPOOJIEM U B CBOIO
ouepenb emnie Oojiee YCWIWTh SMOLMOHAIBHBIM JucOamanc. g geBouek ¢
BbIpakeHHbIMU Tipu3Hakamu JICT xapaxTepHo Oolsiee yCHenrHoe MpUcrnocoOIeHue K
HOBBIM  YCJIOBUSIM  00yueHUsi (YCHEIIHOCTh YCBOGHHUS IIKOJBHBIX  HOPM,
TUCIUIUIMHUPOBAHHOCTh), YTO MOXKHO paccMaTpuBaTh KaKk  CBOEOOpa3HBIN
KOMIIEHCATOPHBIA MEXaHU3M, OOYCIIOBJIEHHBII MOJIOBOW COIMAIM3AIMEN U MOJIOBBIM

auMoppuzMom.

3AKJIFOYEHUE
B nocnennue roapl npobiemMa AUCIUIa3UUd COSAMHUTEILHON TKAHU MPUBJICKACT
K cebe TmpucTalbHOE BHUMaHHUE. AKTYaIbHOCTh  MPOOJEMBI  JUCIUIA3UM
COCIMHUTEILHOM TKAaHU HAa YPOBHE MONYJISUMM M BHUAA B IIEJIOM OIpPEICIAeTCs
mUpoKon ee pacrpoctpaHeHHOCThIO. JICT He sBIseTCsS HO30JIOTMYECKON €IUHUIIEH,

a MPEeJICTaBISIET COOON TeHETUYECKU 00YCIIOBICHHBIM, OHTOTEHETHUYECKHU CUCTEMHBIM
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MPOrPEIUEHTHBIN TMpolecC, KOTOPbIA (POPMUPYET CTPYKTYPHO-PYHKUIHMOHAIbHBIC
U3MEHEeHUs] TKaHed u opraHoB. Pa3HooOpa3ue KIMHHUYECKHMX CHUMIITOMOB TpHU
MAaTOJIOTUM COEIMHMUTENIbHON TKaHU CBUAETENILCTBYET O CHUCTEMHOCTH MOPAKECHHUS,
nockoyibky CT HaxoAUTCs MPaKTUYECKH BO BCEX OpPraHax M CHUCTeMax U BBINOJHSET
psan BaxHedmmx (ynkiuil. Kiounudeckue mnposiBiaeHus HeauddepeHnnpoBaHHOM
IUCIUIA3UU  COCJUHUTENbHOW TKAaHU Ype3BbIUalHO MHOrOOOpa3Hbl W HOCST
MOJINCUCTEMHBIN XapakTep. Jlucruiazusi COEMHUTEIBHOM TKAaHM — HE OTAEIbHOE
3a0oneBaHne, a KOMIUIEKC CHUMIITOMOB, OOYCJIOBJICHHBIX OJIHOM NPUYUHOM:
TFeHEeTHYECKUM KOJIMYECTBEHHBIM W/MJIM Kaue€CTBEHHBIM J1Ie(PEeKTOM CHUHTE3a OENKOB,
KOTOpbIe (POPMUPYIOT BHEKJIETOUHBIA MAaTpUKC (KoJulareH, GuOpUILINH).

Cy1iecTByeT 3aBUCHUMOCTb MEXAY KOJUYECTBOM BHEIIHUX (PEHOTUIMHYECKHX
NPOSBICHUM JUCIUIA3UM  COEAMHUTENBHOW TKAaHW U BBISBIEMON MaTOJOTUU
BHYTPEHHHMX OpraHoB. KiIMHUYeCKHe CUMIITOMBI JUCIUIA3UM COCIMHUTEIbHON TKaHU
MaHU(EeCTUPYIOT B pa3MYHbIE BO3pACTHbIE TMEPHOIbI, a (QyHKIHOHAJIbHAS
HEIOJHOLEHHOCTh ~ COCJUHUTEIBHOM  TKAaHU  IPOrpeccUpyeT ¢  BO3PACTOM.
CymiecTByIOT 0COOEHHOCTH 3a00J€BaHUM, MPOTEKAOIUX Ha (OHE AMCIIIa3uu
COeIMHUTENbHON TKaHu. Kpome Toro, mnpeapacrnoioKeHHOCTh K OINpeeIeHHbIM
3a00JIeBaHUSIM WM K UX XPOHHU3ALHUU MOXKET OBITh OOYCJIOBJIEHA BpPOXKICHHOU
HEMOJIHOIEHHCThIO ~ COCAMHUTENbHOM  TKaHW. JlUCIUIacTUYeCKHEe  HU3MEHEHUs
pa3IUYHBIX OpPraHOB W  CHUCTEM  OpPraHM3MaoKas3blBaeT  MOAMUUHMpPYIOIIEe
BO3/ICIICTBYE Ha TE€YEHHE NPUOOPETEHHON MAaTOJOIMH M CIIOCOOCTBYET €€ paHHEH
MaHudecranuu. HeoO0XxonuM KOMIUIEKCHBIA MOAXO0J K OLIEHKE COCTOSIHUS 3710POBBS
JeTeil, BKIoYas B3aMMOJCHCTBHE MEXKIY CHEHHAIUCTaMHM Pa3IMYHBIX o0sacTeit
(menuatpsl, MeJaroru, ICUXOJIOTH ).

Henoonenka 3HAYMMOCTH JIUCIJIA3UM  COEAUHUTENBHOM TKAHM BENET K
HECBOEBPEMEHHOM JarHOCTUKE POTHOCTUYECKH BaYKHBIX COCTOSIHUI,
HEMOJIHOIEHHOCTH MPO(PUIAKTHYECKUX MEpPONPUATUIM, HEBEPHOMY BBIOOPY TAKTHUKU
BEJICHUsl TMAalUEHTOB, 4YTO, B KOHEYHOM CueTe, OTPHUIATEIbHO CKa3bIBa€TCA Ha
COCTOSIHUU 3/10POBbsI 3HAYUTEIBHOW YAaCTU MOMYJISIUU AETCKOro HaceiaeHus. Takum

06pa30M, BBISIBJICHUC BHCHCPAJIBHBIX ):[chnarmﬁ JOJDKHO IMPOBOAUTHCA CHCTCMHO B
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BUJEC ICJICHAINIPABICHHON JWAarHOCTUKH, CBOJSIIEM K MHUHUMYMY «CJIy4YaulHbIE
HAaXOJIKW» MPH BBIIOJIHEHUH UHCTPYMEHTAIBHBIX METOJIOB UCCIIEAOBAHUS.
CoBpeMEHHBII  3Tanm  CIOXKHUBIIMXCS ~ MOPEACTAaBICHUW O  JAUCIUIA3UU
COCIMHUTEILHON TKaHM TpeOyeT B IMEPBYIO Ouepeb CBOCBPEMEHHOW W TOYHOM
JTUArHOCTUKA C YyYeTOM OCOOCHHOCTEH KIMHUYECKOW KapTUHBI H (PaKkTOpOB,
ONPEACIAIONINX KIMHUYECKYIO 3HAUUMOCTD U SIBIISIOIIUXCS] TPOTHOCTUYECKUMU. DTH
JaHHBIE, TIOJYYEHHBIE HAa OCHOBE KJIMHUKO-UHCTPYMEHTAJIBHOTO M J1a0OpaTOpHO-
FEHETUYECKOT0 aHaliu3a, I[IO3BOJIIT OLEHUBATh PUCK PAa3BUTUA  PaA3JIUYHBIX
OCJIOKHEHUW y Je€Ted MW  TMOAPOCTKOB B  JUHAMUKE W  OMNPEAEIATH
mudGepeHIIMPOBAaHHYI0 TAaKTHUKY JieueHHs. Tak, BBIpa)KCHHbIC HAPYIICHUS pUTMaA
ceplla NpU KapAUAIBHBIX AUCIUIA3UAX CBUACTEIBCTBYIOT O IIOBBIIMIEHUM PHUCKA
BHE3ammHOW cMmepTH, a y OonbHBIX ¢ I[IMK u 3HauuTenbHONW MUTpaIBHOMN
perypruTanuen BEJIHUKAa BEPOSITHOCTh PA3BUTHSA CEPIEYHOM HENOCTATOYHOCTH. [Ipum
HUIMYUA MUKCOMATO3HBIX U3MEHEHHUN CTBOPOK MUTPAJIBHOTO KjlallaHa MHOTOKPAaTHO
BO3pACTaeT OMAaCHOCTh BO3HUKHOBEHUS TPOMOOIMOOINUYECKUX OCIIOKHEHUM, a TaKKe
CepACYHON HEIOCTATOYHOCTH, MH(MEKIIMOHHOTO SHIOKAPIUTAa U BHE3AMTHON CMEPTH.
B 3akiodeHun HEOOXOIUMO OTMETUTh, YTO MPOTPEAUEHTHOE TEUYEHUE
CHUHJpOMa JIUCIUIa3UU COCIMHUTEIBHON TKaHU, HapacTaHWE C BO3pacToM (aKTOpOB
pHUCKa pa3BUTHSI TSHKEJIBIX OCIIOKHEHUN TPEeOyIOT paHHEH ero JUarHOCTHUKH C LEJbI0
MIPOBEJICHUS CBOCBPEMEHHON MPOQPUIAKTHKUA, a TP HEOOXOJAMMOCTH, aJCKBATHOM
KOMIUIGKCHOM  Tepamuu W peaOWjuTalMu  TMAaIllMeHTOB €  CHHIPOMOM

COCHHHHT@HBHOTK&HHOﬁ JAUCITIIa3HUH.

TECTOBBIE 3AJAHUA
Bri6epute U3 npeioKeHHbIX BAPUAHTOB OJIMH MPABUIIBHBIN OTBET.

1. ICTOYHUKOM PA3BUTHA COEMHUTEJIBHON TKAHU SIBJIIETCS
1) sxTomepma
2) sHTO/AEpMA
3) Me3eHxHuMa
4) ckiepoToM
5) coMuTHI

2. ITNTASMATHUYECKUE KJIETKHA BBIPAGATBIBAIOT
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1) xomnarex

2) nplacTUH

3) UMMYHOTJIOOYJIMHBI

4) anbOymuH

5) nmunuasl

6) ruaponuTHUYecKue GepMeHTHI

. OCHOBHbIMH KJIETKAMU COEJIMHUTEJILHOM TKAHU
ABJAIOTCA

1) HelipouuThl

2) ¢bubpobdiactsl

3) NMUIOIUTHI

4) 3pUTPOLUTHI

. CTPOMY BHYTPEHHUX OPI'"AHOB COCTABJISIET
1) mnotHast opomieHHasi COeIMHUTENbHAS TKaHb

2) muoTHas HeoOMJIEHHAs COeAMHUTENIbHAS TKAaHb
3) peixjias COeIMHUTETbHAS TKAHb

. MOJIEKVJIA KOJUIATEHA COCTOUT U3 CIIMPAJIM30OBAHHbBIX
TTOJIMITENTWIHBIX IETIEM

1) onHoM

2) AByX

3) tpex

4) ueTsipex

. ®UBPOBJIACTBI CUHTE3UPYIOT
1) ummyHornooynun E

2) TpuICUH

3) xojareH

4) UHCYIUH

5) numnaszy

6) ne30KCUpUOOHYKIIEa3y

. COEAMHUTEJIbHAS TKAHDb ITOPAXKAETCS ITP1
1) cunnpome Jlayna

2) cungpome Mapdana

3) cunapome Knalindennprepa

4) cunnpowm Ilaray

. YKAXUWTE TUIT HACJIEAOBAHUWSA ITP11 CUHIAPOME MAP®AHA
1) ayTOCOMHO-TOMHUHAHTHBIN

2) ayTOCOMHO-PELIECCUBHBIM

3) X-CLEIUICHHBIH C MOJIOM PelleCCUBHBIN

4) X-CLETUICHHBIN C MTOJIOM JOMUHAHTHBIN

5) MynpTH(aKTOpHUATHHBINA
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9. K JUOPEPEHIIMPOBAHHBIM JUCIIIA3USAM COEJIMHUTEIBHOU
TKAHU OTHOCUTCHA
1) cunapoma DaBapica
2) cunapoma Dnepca-Jlannoca
3) cunnpoma XapTHara
4) cunnpowm Ilaray
5) MYKOBHUCLH]IO3

10.IIPUYUHOM CMEPTU ITPU CUHJIOME MAP®AHA SBJIIETCA
1) octpas mouyeyHasi HEIOCTATOYHOCTh
2) aHeBpH3Ma a0pThI
3) xpoHHYecKas IeYeHOYHA HEJOCTATOUYHOCTh
4) TammoHaja cepaa

11.HAUBOJIEE XAPAKTEPHBIMU TIMATHOCTUYECKMHU
I[MPU3HAKAMU CUHIAPOMA 3JIEPCA-JAHJIOCA ABJIAIOTCHA
1) U3MeHEeHUs: KOXKU: TUIEePITaCTUYHOCTh, OBBIILIEHHAS PAHUMOCTh, CTPUU
2) CHUHIPOM TUIIEPPEAKTUBHOCTH C ACPUIUTOM BHUMAHUS
3) cUHIpPOM MOPTAJILHON TMIEPTEH3UU
4) nopaxeHue SHIOKPUHHOU CHUCTEMBbI

12.CUHAPOM HEJIU®DOEPEHIIMPOBAHHON JUCIUIA3NN
COEJIMHUTEJIbHOM TKAHU OBBEJUHSIET BOJBIIVIO TPYIITY
3ABOJIEBAHMI B OCHOBE KOTOPBIX JIEXXUT
1) aHOManus WM HEAOCTATOK CUHTE3a KOJIareHa
2) aHOMalusi CUHTE3a TUPEOUIHBIX TOPMOHOB
3) aramMmarioOyauHeMus
4) orcyrctue VIII akTopa cBepThIBaHUS KPOBU

13.K CTUTMAM JAM35MBPUOTI'EHE3A OTHOCUTCA
1) rotuyeckoe HeOO
2) nedexT MexOKeITyTI09KOBOH EPETOPOIKH
3) arpesus aHyca
4) aTtpe3us MUIIEBOAA
5) runpouedanus

14. HAUBOJIEE YUACTO BBISABJIIIEMASA MAJIASI AHOMAJIUS PASBUTHA
CEPALIA
1) nmokHbBIE XOPABI XKEIYA0YKOB cepAla
2) OTKpBITOE OBATBHOE OKHO
3) IBYXCTBOpYATHIN aOPTAIbHBIA KIIaMaH
4) mpousarnc TPUKYCHUAAIBHOIO KJIalaHa
5) nunarauusi aOpThI

15.«ITAPAJJOKCAJIbHASI» TPOMBOSMBOJINA XAPAKTEPHA JJIA
1) mposnarica MUTpaJIbHOTO KJIalaHa
2) nunaTanuu aopThl
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3) JOHBIX XOP/I *KeJIyJAO0YKOB cepAla
4) OTKpBITOrO OBAaJbHOTO OKHA
5) mponarnca TpUKYCHUAAIBHOTO KJlalaHa

16.BTOPUYHOE  CKJIEPOBMPOBAHUE W  CTEHO3  KIJIAITAHA
XAPAKTEPHBI JIJIA
1) mponarca TpUKYCIUJAIBHOTO KJlamaHa
2) mposarica MUTPaJIbHOTO KiIaraHa
3) aHeBpU3MBI A0PThHI
4) munataiuu JIETOYHON apTepuH
5) ABYXCTBOPYATOTO KJIallaHa aOpPTHI

17.4ACTOTA TIPOJIAITACA MUTPAJIBHOT'O KJIAIIAHA B TTONYJIALINA
KOJIEBJIETCSI
1) 1-2%
2) 1,8-38%
3) 30-95%

18.0CJIOKHEHUSAMMU  TIPOJIATICA  MUTPAJIBHOT'O  KJIAITAHA
ABJAIOTCA
1) TammoHajsl cepaia
2) cnabocTh CHHYCOBOIO y3J1a
3) MUKCOMaTO3HOH JereHepaluy CTBOPOK KiaraHa
4) nepukapauT
5) nedekt MexmpencepIHON eperopoaKu

19.4J151 CUHAPOMA MAPO®AHA XAPAKTEPHbI
1) apaxHOAaKTHIIUS
2) HU3KHUH pOCT
3) oxupeHue
4) omurodpenus
5) KOpOTKHE KOHEUYHOCTHU

20.ITPU CUHAPOME MAPD®AHA ITOPAXAETCA
1) opransl ciryxa
2) KOCTHO-CyCTaBHasi CUCTEMa
3) SHOOKpHUHHAsS CUCTEMA
4) xemyn04YHO-KUILIEYHOTO TpaKTa

21.TEJIECUCTOJIMYECKU IIIYM U LIIEJTYKU XAPAKTEPHBI JIJIS
1) nunaTanuu JIEro4HOM apeTpuun
2) OTKPBITOrO OBAaJbHOTO OKHA
3) IBYXCTBOpYATOIrO KjarnaHa aopThl
4) mposarnca MUTPaJIbHOrO KianaHa
5) mponarnca TpUKYCHUAAIBHOTO KJlalaHa

22. HAUBOJIEE HACTO JIOXKHBIE XOPJIbl PACITIOJIAI'AFOTCA B
1) mpaBoMm xeilyaouke
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2) mpaBOM Ipencepanu
3) neBoM mpencepanu
4) 1eBOM JKelyl0uKe

23.CJIABBIM ITYMOOBPA3VYIOIMM DODEKTOM OBJIAJJAIOT
1) anmukajgbHBIC TIOTIEPEYHBIE XOPABI
2) cpeAMHHO-TIOTIEPEYHBIE XOPIbI
3) nmponaoabHbIE XOPbI
4) MHO>XECTBEHHBIE XOPbI

24.0CHOBHOE KIIMHUYECKOE 3HAYEHHUE JIOXHBIX  XOP/
3AKJIFOYAETCA B PASBUTHUU
1) octpoii cepedHON HETOCTATOYHOCTH
2) aputMui
3) XpOHHUYECKOIO JIErOYHOro cepaua

25.CAMbIMU PACITPOCTPAHEHHBIMU HAPYHIEHUAMU PUTMA
CEPILIA ITPU JIOXHBIX XOPJJAX ABJIAIOTCA
1) Haa- ¥ KeTyT0YKOBBIE SKCTPACUCTOIBI
2) AB Onoxkana
3) cunapom WPW
4) Opagukapaus

26 MIMMYHHAA CHUCTEMA [1PU CUHIPOME
COEJIMHUTEJIbBHOTKAHHOM JTUCIIJIA3UN
1) mopaxkaercs
2) He mopaxaercs

27.TTOPAXXEHUE WMMYHHOM CHUCTEMbBI IIPM  CHHJIPOME
COEJIMHUTEJIbHOTKAHHON JIVCITJIA3UU CBSI3AHO C
1) B numdouutamu
2) HLA anturenamm
3) T aumdornuramu
4) UMMYHOTJIOO0yJIUHAMU
28 UMMYHHOJIOT'MYECKHE ITAPAMETPbI MATEPU KOPPEJIMPVYIOT C
NMMYHHOJIOTMYECKUMU ITAPAMETPAMMU TIJIOJJIA B
1) I Tpumctpe 6epemeHHOCTH
2) 1l TpumcTpe GepeMeHHOCTH
3) III TpumcTpe OepeMeHHOCTH

29.TIPM CUHJIPOME MAPD®AHA CHUKAIOTCSI
1) CD 3
2) CD 8
3) A-POK
4) o1

30.TTPM CUHIPOME MAP®AHA TIOBBIIIAIOTCS
1) CD 3
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2) CD 8
3) A-POK
4) o1

31.TPAXEOBPOHXUAJIBHAA IUCKUHE3UA — 3TO
1) cy)xeHue mpocBeTa Tpaxeu M KPYMHBIX OPOHXOB BO BpEMs BbIAOXa B
CJIEJICTBUU MPOJIAOMPOBAHUS UX CTEHOK
2) arpe3sus Tpaxeu
3) pacmmpeHue nIpocBeTa Tpaxen U OpOHXOB

32.0JHOM U3  PA3BHOBUJHOCTEN  TPAXEOBPOHXMAJIBHOU
JIMCKUHE3UU SABJISIETCS
1) skcnupaTopHbBIN MPOJIANIC MEMOPAHO3HOW CTEHKH JIBIXaTENbHBIX MMyTeH
2) mpoJsiaric MUTPAJIBHOTO KilamaHa
3) MHCIUPATOPHBIN MPOJIATIC MEMOPAHO3HOM CTECHKHU JIbIXaTeIbHBIX My TeH

33.0CHOBHbIMH CUMIITOMAMU TPAXEOBPOHXUAJIBHOM
JUCKUWHE3NU ABJIAIOTCA
1) BiIakHBIN Kaleab
2) TOJOBOKPYKCHUE
3) mpucTynsl cepaeOneHus
4) TpUCTYIIBI 3aTPYTHEHHOTO JBIXaHUs SKCITUPATOPHOTO XapaKTepa
5) mpHUCTYIIBI 3aTPYAHEHHOTO JIbIXaHUSI HHCTIMPATOPHOTO XapakTepa

34 HAUBOJIEE = XAPAKTEPHBIE OCOBEHHOCTHU KAIUIA IIPU
TPAXEOBPOHXUAJIBHOUW JTMCKUHE3UU
1) BiIaXHBIHA
2) TIOCTOSIHHBIHN

3) cyxou
35.1TPU UCCJIEAOBAHNMN ®YHKIMWW BHEIIHEI'O JbIXAHUWA JIA
TPAXEOBPOHXWAJIbBHOU JTNCKWHE3NN XAPAKTEPHO

HAPYIIEHHUE IMTPOXOJMMOCTHU HA YPOBHE
1) menkux GpOHXOB
2) KpYIHBIX OPOHXOB
3) cpeaHux OGPOHXOB

36.KJIMHUWYECKMMU OCOBEHHOCTIMM BPOHXHMAJIBHON ACTMBI,

ITIPOTEKAIOIIEMM HA ®OHE JMCIUIABUM COEJVHUTEJLHOM
TKAHU ABJISIIOTCA

1) mpu3HaKU CepIeYHON HETOCTATOYHOCTH

2) HanM4re aHOMaJIui OpPOHXHUAJIBLHOTO JIepeBa

3) xopoluii OTBET Ha OPOHXOJUTUKU

4) npeobnaganue Jerkux GopM TeueHus 3a00IeBaHUS

5) oTcyTcTBHE BETe€TAaTHBHON OKPAaCKH MPHUCTYIIA

37.K YUCJIY JUCIUIACTUKO3ABHCHMBIX M3MEHEHWI OPI'AHOB
[MMIIEBAPEHUA OTHOCAT
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1) IUCKWHE3WU KEITYHOTO My3bIPS U KHIICYHUKA
2) CTEeHO3 MHUIIEeBOA

3) KeIYHOKaMEHHYIO 00JIC3Hb

4) XpOHHYECKHUI MaHKpEaTUT

38.YTBEPXKJEHHUE, UYTO JIVYOJEHOTI'ACTPAJIBHBI  PE®JIFOKC
OTHOCUTCS K JUCINIABUMAM COEJMHMTEJIBHOM TKAHMU
OPTAHOB ITMINEBAPEHU A
1) BepHO
2) HEBEpHO

39.YKAXUTE OCOBEHHOCTHU TEUEHU A 3ABOJIEBAHUN
JKEJITY JOYHO-KMITEYHOI'O TPAKTA [1PU1 JUCITIA3ZNA
COEJIMHUTEJIbHON TKAHU

1) panHuii  neOOT TATOJIOTMM  OPraHOB  IHUIICBApPCHHS,  OOJbIIas

BBIPOKEHHOCTh  a0JIOMHHAJIBLHOTO CHHAPOMAa M BOCHAJIUTEIBHBIX
A3MEHEHUHN CIIU3UCTON 000JI0UKHA

2) paHHUM ~ ACOOT  MATOJOTMW  OPraHOB  IHINEBApEHHUs,  Majas

BBIPOKEHHOCTh  a0JIOMHHAJILHOTO CHHAPOMAa M BOCIAJIUTEIBHBIX
A3MEHEHUHN CIIU3UCTONM 000JI0UKHA

3) BBIp@KCHHBIC BOCHAIMTCIBHBIC HM3MEHEHHUS CIIM3UCTOM  00OJOYKH

KHUIIICYHUKA
4) BbIpaKE€HHBIN a0JOMUHAILHBIN CUHIPOM
40.0CHOBHOM [MPUYMHOM PA3BUTUS XPOHUYECKUX

3ABOJIEBAHUM Y TAIIMEHTOB C [JUCIUIASMEN OPIAHOB
YKEJIY JOYHO-KUIIIEYHOI'O TPAKTA SIBJISETCS
1) CHMKCHHUEC MCCTHOI'O UMMYHHUTCTA
2) HapyHaicHuce SIUTCINAIBbHO—CTPOMAJIbHBIX B3aUMOOTHOIIEHUH Ipu
BOCITIAJICHUU
3) ITOBBIIIICHHAA BBIpa60TKa COJITHOM KHUCJIOTHI
4) HapylleHHe COOTHOIIEHUS HOPMaJIbHOM M MATOr€HHOM MHUKPODIOpPHI
KHIIICYHHUKA

41. K AHOMAJIUAM PA3BUTUA XXKEJIUHOI'O ITY3bIPA OTHOCAT
1) meperud >keaT4HOro My3bIps
2) paK >KeTYHOTO My3bIps
3) U3MEeHEeHUs1 KaueCTBEHHOI'0 COCTaBa KEIun
4) KaMHHU B KEIYHOM ITy3bIpe

42.YJIbTPA3BYKOBLIE [TPU3HAKH XPOHMYECKOI'O
BOCITAJIMTEJBHOI'O ITPOLUECCA B KEJTHHOM I1Y3bIPE
1) moHmX’eHHasi ?XOr€HHOCTb KEITYHOTO My3bIPsi, YTOJIIEHUE €r0 CTEHOK
2) yBEeIMYEHHUE Pa3MEPOB KEIUHOTO My3bIPs
3) MOBbIIIEHHAS YXOT'€HHOCTD KETYHOTO MY3bIPsl U YTOJIIIEHUE €r0 CTEHOK

92



43.BPOXJIEHHBIE ~ AHOMAJIMMA  XEJIYEBBIBOJAIIMX [IYTEH
I[MPUBOIAT K KAMHEOBPA30OBAHUIO
1) B 50% cnyuaeB
2) B 20% cnyuaes
3) B 100% cnyuaes
4) B 10% cnyuaes
5) B 5% cnyuaes
44.0CHOBOU [TATOT'EHE3A T'ACTPOD30DATEAJILHOM

PE®JIIOKCHOM BOJIE3HU ABJISIETCS
1) Tpan3uTopHas penakcanus chunkrepa Oaau

2) cma3M HUXKHEro MUIIEBOJHOIO CPUHKTEpa
3) TpaH3UTOpHAs pelaKcalys HUKHETO MUILEBOJHOTO CUHKTEpa

4) TPAaH3UTOPHAA peilaKCallysd BCPXHCTIO IMUIICBOAHOT'O C(i)I/IHKTepa

45.0CHOBHbBIMHU KOMITIOHEHTAMMU PE®JIIOKTATA ABJIAIOTCA

1) cexper momKenya0qHON Keae3bl
2) COCTaBISIONINE KETYJOUHOTO COKa
3) IyoaeHadbHOE COAEPKUMOE C KOMIIOHEHTaMU KeJTun

4) Bce MepeynciIeHHOe

46.TEMOPPATMYECKUIA CUHAPOM ITPU
COEJIMHUTEJIbHOW TKAHU ITPOSBJISIETCS
1) HOCOBBIMM KPOBOTEUEHUSIMU
2) aHrMOMAaTO3HBIM TUIIOM KPOBOTOYHUBOCTHU

3) ABC cungpomom
4) reMaTOMHBIM TUTIOM KPOBOTOYHBOCTH

47.TEMOPPAT'MYECKHUE IMTPOABJIEHUA XAPAKTEPHBI JJIA

HACJEIACTBEHHOI'O CUHIPOMA
1) Panmro-Be6epa-Ocnepa
2) Jayna
3) llepemesckoro-TepHepa
4) OTCYTCTBHS JTy4€BOU KOCTH

48.B IIJTASME KPOBU ITPU I'EMATOME3EHXUMAJIbHBIX

JUCIUTA3ZUAX TTOBBIIIAETCA
1) menp
2) marsui
3) maprasert
4) xanpluit
49. HAUBOJIEE YACTBIMU M3MEHEHUAMU B CUCTEME I'EMOCTA3A
I[TPY1 TEMATOME3EHXVMAJIbHBIX JJUCITIA3UAX SABJIAIOTCA
1) TpomOouuTOoneHUs
2) yAnuHEHHE IUTEIbHOCTH KPOBOTECUCHHUS

3) orcyrctBue VIII dakropa cBepThIBaHUS KPOBU
4) M3MEHEHHUs arperaloHHON GyHKIUKA TPOMOOIIUTOB

JUCIUIA3NN
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50.4JI1 HE®OPOIIATHUN,
JIMCTUTABUEN TTOYEK XAPAKTEPHO

1) MemeHHONpOrpeccupymolee TEUEHNE
2) U30JIMPOBAaHHBIM MOYEBON CUHAPOM

3) CHMXKEHHUE MOYEeYHON QYHKIUHU M0 TYOYJIIPHOMY THUITY

4) HeppUTUUYECKHUI CHHIPOM

CBSI3AHHOM C

TUTIOJIACTUYECKOU

OTBETbBI HA TECTOBBIE 3AJIAHUA

13 [11-1 |21-4 [31-1 |41-1
23 [12-1 |22-4 [32-1 [42-3
32 [ 13-1 [23-1 [33-4 [434
43 |[14-1 [242 |34-3 443
53 |15-4 |25-1 |352 |45-4
63 |16-5 |26-1 |36-2 |46-1
72 [ 172 |27-2 |37-1 |47-1
8-1 | 183 [28-3 [38-1 |48-1
93 |19-1 [29-1 [39-1 |49-4
10-2 [20-2 [30-2 |40-2 |50-2
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CUTYAILIMOHHBIE 3AJIAYI

3anaya Nel.

bonpnass B., 16 ner moctynmia B KIMHHKY C jKaJlo0aMH Ha YYallleHHOE
cepaledbuenue, nepedbon B paboTe cepjia, 0oiau B 00JacTH cepilla KOJIOIIEro
XapaKTepa, 4YYBCTBO HEXBAaTKH BO3JyXa, IIOBBIINICHHE TeMIepatypel mo 37,3
IpajaycoB, 00IIyI0 c1ab0CTh, CHIIKEHHE PAaOOTOCIIOCOOHOCTH.

N3 anamHe3a U3BECTHO, YTO C JETCTBA OTMeYajach Taxukapaus. B 10-netHem
BO3pacTe BIIEPBBIC BO3HUKIO OOMOPOYHOE COCTOSHHE, IO TOBOJY dYero ObLIa
TOCIUTAJIN3UpPOBaHa. bBbUI  BBICTABIICH JIMAarHO3 CHHAPOM BETE€TOCOCYAMCTOU
nuctonnu. [lonmydunia JiedeHue ceqaTUBHBIMHU, MeTa0oJW4YecKuMH mpernapatamu. C

15 ner nosiBuiica cyoheOpruuIuTeT. YXYIIIEHUE COCTOSHHS B TEUCHUE TOCICTHUX
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TpeX JIET: COXpaHsIOCh cepaueduenue, nepedboun B padore cepaua. [Ipoxonuna xypce
nedyenus B-OmokaTopaMu, TpaHKBUIIU3ATOpaMu 0€3 CyIIeCTBEHHOTO Y dekra.

[Ipy  HOCTYIJIEGHMH  COCTOSIHHME  OTHOCHTEIBHO  YIOBJIETBOPUTEIBHHOE.
Actennyeckoro tenociioxeHus. KoxkHble MOKpoBBl OsieqHble, cyxue. ['pyaHoi
KHUPOCKOINO03, OOJE3HEHHOCTh NpHU TNajblallMd NapaBepTeOpalbHBIX TOYEK B
HIOKHETPYIHOM oOTzAesie mnmo3BoHo4yHMKA. YJ[ 20 B mMuH. B nerkux npixanue
BE3UKYJISIpHOE, XpUNOB HeT. TOHBI cepAlla pUTMUYHBIE, Ha BEpXYUIKe
BbicymnBaercs cucronnueckuit memuok. YCC 105 B mun. AJl 130/80 MM.pT.cT.
[leyens u cene3eHKa HE YBEIMUYEHBI, MAIBIIUPYETCS HUKHUI MOJIOC MPAaBOM MOYKH.

[Ipu 3-yacoBoii TEpPMOMETPHH BBISBICH HEMOCTOSHHBIN cyOdeOpmmnuTeT (37 —
37,1 rpazxycoB).

B knuHMYecKkoM aHaliM3e KPOBU OTKJIIOHEHUH HE BBISIBIIEHO. B OnMoxuMuyeckoM
aHalM3€ KPOBHU BBISBICHO CHIKEHHE MarHusi. YpPOBEHb THUPEOUIHBIX TOPMOHOB,
TUPEOTPOITHOI'O0 TOPMOHA B Ipeiesiax HOPMBI.

Ha OKI' cunycosBsiif putm ¢ ycc 108 B MuH., HemonHas Ojokaja MpaBon
HOXKHM IIy4ka ['uca.

[Tpu cyrounom mouutopupoBannu DKI' oTMeueHa TEHIEHIMS K TaXHKapIuu
(cpenusis uycc anem 96 B wmuH.). HamxenymnoukoBbie U OKEIyI0YKOBBIE
skcTpacuctosibl 1o 1000 B cytku. HMmiemuueckux uzMmeHeHuit cermeHta ST He
O0OHapyX EHO.

['MnepBeHTUIALIMOHHAS U OPTOCTAaTUYECKas MPOObI OJNOKUTETIbHBIE.

I[Ipu  »xokapauorpaduu  OOHApykeHO  MpoJabupoBaHUE CTBOPOK
aTPUOBEHTPUKYIISIPHBIX KJIAMAHOB JI0 5 MM, a TaK)K€ aHEBPU3MATUYECKOE BHIOYyXaHUE
MEXIPEICepIHON TNEeperopojku B  CTOPOHY mpaBoro mpexacepaus. llpu
Jonriepokapauorpaduu JONOIHUTEIbHBIX TYpOYIEHTHBIX TOTOKOB HE BBISIBICHO.

[Ipu pentrenorpaduu OpraHoB rpyJHOM KJIETKU MATOJOTMYECKUX MU3MEHEHUN
HE BBISBJICHO.

IIpu Y3U opranoB OproIIHOW IMOJOCTH M TMOYEK OOHapyxeHa aedopmalus
KEJITYHOTO TY3bIPS U OMYLIEHUE IPABOM MOYKU 2 CTETIEHH.

Bonpoc: Chopmynupyiite KIMHUYECKUIN THAarHO3.
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3agaua No2.

B xapauonoruueckoe OTHAENICHHE IETCKOM OOJIBHHIIBI MOCTYMHIA JEBOYKA 5
JEeT TI0 HAaMNpaBJICHUIO YYaCTKOBOTO TieIuarpa ¢ TOJO3PEHHUEM Ha IPOJIarcC
MUTPAJIBLHOTO KJanaHa. B TOJUKIMHUKE TMpU OCMOTpe peOeHKa BO BpeMs
ayCKyJbTallMd CEpPJIa BBIABICHBI CUCTOJIMYECKUM IIIyM Ha BEPXYIIKE U IIEITUOK
OTKPBITHS MUTPAJIBHOTO KJIaraHa.

[Ipu moctyrmieHuu mOpeabsiBisiaa *KajdoObl Ha CIa00CTh, YaCTYH) TOJIOBHYIO
6011b. Co cJI0B MaMbl MpU (PU3HUECKON HATPY3Ke Y ICBOYKH IMOSBIISICTCS OBIIIKA.

AnamHe3 3a00J1€BaHUs: U3BMEHEHHUS CO CTOPOHBI CEpAlla BBISIBJICHBI BIIEPBHIE.
Onpimika npu pusznueckoil Harpy3ke OECIOKOMT B TEUCHHE ABYX JieT. Panee He
00cJIe10Banach.

AHaMHe3 KU3HH: JIEBOYKA OT BTOPOM OEpeMEeHHOCTH (TIepBasi OEpPEMEHHOCTh —
Manbuuk 10 jeT, 370poB), MpoTeKaBIIeld ¢ yrpo3oi mpepsiBaHus B 9 u 19 Henens.
Poxsl B cpok, macca mpu poxaenuu 3200rp., poct 51 cm., no mkaine Anrap 7/8
o6aioB. [lcuxoMoTOpHOE pa3BUTHE COOTBETCTBYET Bo3pacTty. B Bo3spacre 2,5 ner
nepes] MOCTyIUICHUEM B JIETCKUM Cajl BBISBICHO CHI)KCHUE 3PEHUS, B CBSI3M C ITUM
JIEBOYKA TIIOCEIIaeT CHEIUATM3UPOBAHHOE JIE€TCKOE JIOMIKOJBHOE YUYPEXKICHUE.
[IpocTynHpiMu 3a0051€BaHUsIMU O0JieeT 6-7 pa3 B rof. AJUIEproJIOrTHYecKUil aHaMHeE3:
aJjuIeprudeckasl peaxiys 1Mo TUIY KpalnuBHUIIBI HA ITUTPYCOBBIe. HacneacTBEeHHOCTD:
6alyIika Mo JUHUM OTILa yMepia B Bo3pacTe 35 neT (pa3pbhiB aHEBPU3MBI aOPThI), Y
otna (30 mer) ckonuno3 111 crenenu.

OOBEKTUBHBI OCMOTpP: COCTOSIHUE CpEIHEH CTemneHu TskecTH. JleBouka
ACTEHUYECKOTO TEJOCIOXKEHUsI, POCT BBINIE CPEIHET0, JJIMHA KOHEYHOCTEH HeE
MIPOTOPIIMOHANIbHA JUTUHE TyJIoBHINA. KOXKHbBIE TOKPOBBI OJ€AHBIC, YHCTHIC, CKIEPHI
rojlyboro 1BeTa. 3€B CIIOKOCH, BBICOKOE apKOBUIHOE HeOo. ['pyaHas KieTka
neopMUpOBaHa, OTMEYAETCS AaCUMMETPHUsSl JIONATOK, TPEYrOJbHUKOB TaJHH,
HCKPUBJICHUE MO3BOHOYHUKA. B JIeTkux AbixaHue Be3UKYJsipHOE, XpunoB Het, Y/ 20
B MuHYTY. ['paHuiel cepama mnpeaesax BO3pacTHOM HOpMbL. TOHBI cepara
MPUTIIYIIEHBI, PUTM TMPAaBUIbHBIN, BBICIYIIMBACTCS CHUCTOJIWYECKHH IIyM Ha

BCPXYIIKEC HW MCIY0OK OTKPBITUA MHUTPAJIBHOTO  KJIdIlaHaA. Kusot MSIFKI/Iﬁ,
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0e30ose3HeHHbIA. [ledeHb He BbICTymaeT M3 MOJ Kpas pebepHor ayru. O6nactb
MOYEeK HWHTAaKTHA, CHMITOM TOKOJAYMBAaHUSA OTPHUIATENbHBIA C O0EUX CTOPOH.
Moueucnyckanue cBobogHoe, 6e300se3HeHHoe. CTyn oQOpMIICHHBIN, peryspHBIi.
JleBoYKa HOCUT OYKH.

JlomoHUTENbHBIE METOABl OOCJEeIOBaHMS: KIMHUYECKU aHanu3 kpou Hb-
125 r/n, Er-4,2 x 10" /n, L-6,7 x 10°/1, 0/3-1%, c/2-50%, 9-2%, 1-4%, M-3%, COD-
8mMm/gac. buoxuMuueckuii aHanu3 KpoBU: TIOK03a 4,2 MMOJIB/J, 00U Oemok —68
r/1, ModeBUHA 3,2 MMOJIB/I, OWHpyOuH o011, 5,3 MKMOB/1, ¢dudpunoren 3,8 1/,
CPb — orpunarenbubiii. OOmmii ananu3 mouu 6e3 ocobenHocredt. IKI': putm
cunycoBsblil, YCC 100 B Mmunyty. biiokana neBoit Hoxkku nyuka ['ncca. Y3U cepaua:
COKpaTUTENbHAsl CIIOCOOHOCTh cepaua cHikeHa. [Iponarnc mutpaipHoro kiamana I1
CTeNeHU ¢ peryprutanuei (++), YIUIOTHEHa TNEpelHss CTBOPKAa MUTPAIBbHOIO
kjanaHa. Pentrenorpadusi mo3BoHouHuKka: kugockonano3 I cremenu. OcMoTpeHa
Xupyprom: paedopmanus TpPyJHON KIETKH IO TUMY KuieBHAHOW. OcMOTpeHa
okyJicToM: Mmuonus Il crenenu.

Bonpoc: Chopmynupyiite npenBapuTeabHbIil 1Maruo3?

Otset Ha 3amauy Nel.
Knunanueckuit  amarno3:  Cunapom  Henu@depeHIIMpOBaHHOM  JTUCIUIa3UU
COCIMHUTEILHOM TKaHU C BOBJICUYEHHEM cepiaua (MpoJjlalic MHUTPAJBHOTO U
TPUKYCHUAAIBHOIO  KJAMaHoB | cTemeHM B COYETAHMM C  AHEBPU3MOM
MEXIPEICEpAHON NEepPeropojKku; HapyUIEHUs pPUTMA W MPOBOJAMMOCTU CEpJla:
CUHYCOBasl TaXUKapAUs, CYIPABEHTPUKYJISPHAS U BEHTPUKYJISPHAs SKCTPACUCTOIIUSA,
HernoJiHasg OJokaja MmpaBod HOXKKM myyka ['mca), omopHO-IBUraTeIbHOrO ammnapara
(rpynHo#l Ku@OCKOINO03), BHYTPEHHHX OpraHoB (HedponTo3 crnpaBa | cremneHu,
nedopmans  KETYHOro my3bipsi). CHUHIAPOM BEreTOCOCYIUCTONM TUCTOHUHU C
HapyUICHUSIMHU TEPMOPETYIIALINH, pecupaTopHbBIMU paccTpoiicTBaMu,
KapJUalrusiMH, aCTCHOHEBPOTUYECKUMH HAPYIICHUSIMHU.

OtBet Ha 3amauy No2. Cunapom Mapdana. [Iponanc mutpansHoro kinanana Il

CTCIICHHU C peryerTauI/Ieﬁ, YILUIOTHCHUC HepeHHeﬁ CTBOPKH MUTPAJIBHOI'O KJIallaHa.
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Kudockonuos 1 crenenn. KuneBugnas nedopmanus rpyaHoit kietku. Mwuomnus 11

CTCIICHH.
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