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*CoeaMHUTENbHOTKaHHaA AUCNIA3MA - rpynna
NOJIMMOPMHbIX B K/IMHNYECKOM OTHOLLEHMM
NaTO/IOrMYECKMX COCTOAHUM, 0O6YCNOBIEHHbIX
HacneACTBEHHbIMU UM BPOXKAEHHbIMU
AedeKTamMn CMHTE3a KoJlJlareHa U
CONPOBOXAAKLWMXCA HAPYLLUEHMEM
(OYHKUMOHMPOBAHMA BHYTPEHHMX OPraHoOB U
OMOpHO-ABUraTe/IbHOro annapara.



*BonesHb MOXeT 0603HaUYMTb cebsa cpa3y nocse
POXAEHUA YeI0BEKA UJIM MPOABATLCA NOCTENEHHO
B TEYEHMM KU3HU. Y leTen, HOBOPOXKAEHHbIX
AMCNNA3nA CoeIMHUTENIbHbBIX TKaHEM cepala
NPUCYTCTBYET Yalle BCero Kak daktop,
BbI3bIBAOLLMIA HApYLLUEHMS PUTMOB.

JT0: N
. MoryT 6bITb U
, U Apyrue HapylUeHus.

*Bo B3POC/IOM BO3PAcTe BbISIB/IEHUE MPUYMHDI
HapYyLLUEHUM, eCaI1 3TO AMCNAa3uA CoeAUHUTENbHOM
TKAHM, TaKKe aKTyasibHO, KaK M B paHHME ropl.
I£|,|4arHo3 NPOACHAETCA C TPY/JOM.



*B ocHose pa3BuTMa ACT nexaT MyTaumm reHos,
OTBETCTBEHHbIX 3a CUHTE3 UM pacnaj
KOMMOHEHTOB 3KCTpaLUeNNAAPHOro MaTpmMKca
CoeMHUTENBHOM TKaHU. ITO He 3abosieBaHue,
3TO COCTOAHUE, B OCHOBE KOTOPOIO JIEXMUT
OTBETHaA peaKkLusa opraHu3mMa Ha BO3JENCTBUE
HebnaronpuATHbIX (PaKTOPOB.



*Knaccudurauyms

*0HO3HaYHOM 0BLLENPUHATON KNaccUbUKaLmm
3a60/1€BaHMA eLle NnoKa He cywectsyeT. OaMH
M3 BapMaHTOB pa3Ze/IMTb HapYLLUEHUSA NO
PAa3HOBUAHOCTAM, 3TO KaaccMdMKaumMa UX Mo
CMHAPOMAM. /Jlucnnasms coeauHMTEIbHOM
TKaHMW, KOTOopas rnopaxkaeT TKaHW cepaua U
Bbi3blBaeT €ro 3ab60/ieBaHUA, BKJIOYAET:



*KnanaHHbIM CUHAPOM: M30/IMPOBaHHbIE M
KOMOBWHMPOBaHHbIE NMPOJIanchl KJanaHoB cepaua,
MMKCOMATO3HaA JereHepauyma KnanaHos. Yauie 31oT
cuHapom npeactasneH MNMK (ao 70 %), pexe — nposarncamu
TPUKYCNMAAJIbHOr0 UM aOpPTa/ibHOro KJlanaHoB,
paclUMPEHUEM KOPHA aopTbl M J1IEFOYHOr0 CTBO/IA;
aHeBpM3MaMM CMHYCcOB BanbcasibBbl. B 4acTn cnyyaes
BblAB/IEHHbIE M3MEHEHMA COMPOBOXKAAKTCA ABJIEHUAMMU
peryprutaymm, 4To oTpaxKaeTcAa Ha nokasatenAax
KOHTPaKTUJIbHOCTU MMOKapda M 06 bEMHbIX NapamMeTpax
cepaua. Cheayet OTMETUTb, YTO IXOKapAUorpapmyeckme
[JaHHble HAaXoAATCA B AMHAMUYECKOM COCTOAHUMU: bosiee
BblpaXX€HHble M3MEHEHMUA OTMEYaKTCA NpU nocaeayrLwmx
OCMOTpax, YTO OTparkaeT B/IMAHME BO3pacTa Ha COCTOAHME
KJlanaHHoro annapaTta. KpomMe Toro, Ha BblpaXXe€HHOCTb
KJJanaHHbIX M3MEHEHMU BAMAET cTeneHb Taxectn ACT u
0OBbEM XKEJTYyJOUKOB.



*TopakoanadparMasibHbIi CUHAPOM: acTEHMYECKas
dopma rpyZHOM KNeTKM, aedopMaLlmm rpyaHON KIETKU
(BOPOHKOOOpa3Has, KunesuaHas), aepopmaumm
MO3BOHOYHMKA (CKOIMO3bl, KUPOCKOIMO3bI,
rMnepkmMdo3sbl, rTMNepsIopAo3bl U Ap.), UBSMEHEHUSA
CTOAHUA U DKCKYpCcHn anadparmbl. Y naumeHtos ¢ ACT
HamMboJiee YyacTo BCTpeYaeTCs BOPOHKOObpa3Has
Aedopmauma rpyaHoM KNETKM, HA BTOPOM MeCTe Mo
YyacTtoTe — KuneBuaHaa aecdopmaumsa, Hambonee peako
BbISIBJIAETCS aCTEHMYECKass popma rpyHOM KNETKM.
/lecbopmaumu rpyauHbl, pebep, N03BOHOYHMKA M
CBSA3aHHOE C HUMM BbICOKOE CTOAHME Anadparmbl
NPUBOAAT K YMEHbLUEHUIO FPYAHOM NOJOCTM, NOBbILLEHUIO
BHYTPUIrPYAHOro JaB/EHUA, HapYLLAOT NPUTOK M OTTOK
KPOBM, CNOCOGCTBYIOT BOSHUKHOBEHMIO apUTMKUM CEpALa.
Hannume TopakoamadparmMaibHOr0 CMHAPOMA MOXKET
MOBJIEYb 3a COBOM MOBbLILLEHMNE [JaBNEHMSA B CUCTEME
MaJIOro Kpyra KpoBooGpallleHUA.



*CocyAUCTbIN CUHAPOM: MOpaXKeHUe apTepui
3/1AaCTUYECKOro TMNa: MAMonaTMYecKkoe paclluMpeHme
CTEHKM C (DOPMMPOBAHMEM MELLIOTYATON AHEBPM3MbI;
NMOpa*KeHME apTeEPUM MbILLEYHOIO U CMELLIAHHOIO
TMNOB: 6UPYpPKALMOHHO-reMogMHAMUYECKHE
aHEBPU3MbI, JO/IMXO3KTA3UU YAJIMHEHHDIX U
JIOKaJIbHbIX pacClUMPEHUM apTEPUM, NATOJIOrMYECKAS
M3BMTOCTb BMJIOTb A0 NET/IE06PA30BAHUSA; NMOPAKEHUE
BEH (MaTosiorMyeckasa U3BMUTOCTb, BapMKO3HOE
PacCLUMPEHME BEH BEPXHUX U HUKHUX KOHEYHOCTEM,
reMoppomAaibHbIX U APYrMX BEH); TE€IeaHrMO3KTa3nu;
3HAoTeNMaNnbHas AMchYHKUMA. CocyamnCTbi CUHAPOM,
Kak npaBm/0, MaHUMECTUPYET B NOJPOCTKOBOM WU
MOJI0ZIOM BO3pacTe, Nporpeccupys C yBeJIMYEHMEM
BO3pacTa NaLMEHTOB.



*MeTabonnuyeckas KapaMOMMONATHA: Kapamaarmu,
apuUTMMU cepaua, HapyLlEeHMA NMpoLEeccoB
penoaspusaumu. Pa3Butme MetTaboimyecKkom
KapAuoMMonaTuM onpeaensaeTca BJAUAHUEM
KapAMa/ibHbIX (DAaKTOPOB (K/1anaHHbIM CUHAPOM,
BapMaHTbl TopakoagMadparMasibHOro cepaua) u
3KCTpaKapAua/bHbIX YC/I0BUMM (TOpakoaMadparmaibHbIM
CMHAPOM, CMHAPOM BEreTaTUBHOU ANCHOYHKLMM,
COCYZMCTbIM CUHAPOM, AEPULUT MUKPO- M
MaKpoasiemMeHToB). KapanommonaTtma npm ACT He
MMeeT crneyumpUuyecknx Cyo beKTUBHbIX CUMNTOMOB U
KJIMHUYECKUX MPOABNEHUMN, BMECTE C TEM
NoTEHUMAIbHO onpeAenaeT NoBbIWEHHbIM PUCK
BHE3aNHOM CMEPTU B MOJI0JJIOM BO3pacTe C
npeobiaalollen poJibio B TaHATOrEHe3e
apUTMMYECKOro CUHAPOMA.



* ADPUTMMYECKUM CUHAPOM: XeyA04KoBasd SKCTPACHUCTONMS
Pa3/IMYHbIX rpajaumm; MHOrooKycHasi, MOHOMOPMdHas, pexe
noaMMopdHaa, MOHOMOKYCHas npeacepaHas
3KCTPACHUCTONMA; NAPOKCM3MaJIbHbIE TaXMAPUTMUK; MUTPaLMA
BOAMTE/IA PUTMA; aTPUOBEHTPUKYIAPHbIE U
BHYTPUXKENYA0UYKOBbIE 6JI0Kabl; aHOMaJIMK NPOBeAEHMUA
MMMNY/IbCa NO AOMNOJIHUTE/IbHBLIM MYTAM; CUHAPOM
NpeABo36yKAEHUA KeNyA04KOB; CUHAPOM YAJIUHEHMUS
MHtepBasa Q-T. HYacTtoTa BbiABNEHUA aQPUTMMUYECKOTO
CUHAPOMA 0K010 64 7%. UCTOYHMKOM HapyLleHUA pUTMa
cepAua MoXeT O6bITb o4ar HapyLLeHHOro MetaboiM3mMa B
MHoKapae. MpUYnHOM HapYLLUEHMIN CEPAEYHOro pUTMa Npu
ZICT MOXET CNY»KUTb KManaHHbIM CMHAPOM. Bo3HMKHOBEHME
apUTMMM NPU STOM MOXKET BbITb 06YC/IOBIEHO CUJIbHbBIM
HaTAXXEHUEM MUTPAJIbHbIX CTBOPOK, COoAeprKallMX MbllLEYHbIE
BOJIOKHa, CMOCOGHbIE K AMAaCTOJIMYECKOM JEenoNapm3aLum C
(popMUpoOBaHMEM BMOINEKTPUYECKON HECTABMIBHOCTHU
MUWOKapAa.



*Kpome KapAmanbHbIX MPUYMH NPOMUCXOXAEHUA apUTMUMA
npu ACT cywecTBYIOT U 3KCTpaKapAuaJsibHble,
06YyC/I0BNEHHbIE HapylleHneM (OYHKLUMOHA/IbHOro
COCTOSIHUA CMMMATUYECKOro MU 61yKAA0LLEr0 HEPBOB,
MEXaHWYECKOro pasaparKeHus cepe4HoM «COPOYKM>
nedopMUPOBAHHOM FpyAHON KneTkorn. OaHMM U3
apPUTMOreHHbIX (PaKTOPOB MOMKET ObITb AePULUT MarHMA,
BbiAB/ISieMbIN Y naumeHToB ¢ ACT. MNpeanonaratot, 4To
rMNnoMarHMeMMA MOXKeT CNoCOOCTBOBATbL Pa3BUTMIO
rMnokannemmu. MNMpm 3ToOM yBENMUYMBAETCA MEMOBPAHHbIN
noTeHUMan NoKoA, HapyLlalTCAa npouecchl genonapmsaumm
1 penonsapusaumm, CHUKaeTCsa BO30YAMMOCTb KIETKM.
3amMeansaeTcs NpoBOAMMOCTb 3NIEKTPUYECKOr0 MMMY/IbCA,
YTO CMOCOB6CTBYET Pa3BUTUIO apuUTMMM. C ApYyron CTOPOHBI,
BHYTPUKNETOYHbIN AeDULMT MArHUA NMoBbILIAET aKTUBHOCTb
CMHYCOBOIO Y3/1a, CHUXAET abCONOTHYIO U YAJIMHAET
OTHOCMUTE/IbHYIO pedpaKTEPHOCTb.



*CUHAPOM BHE3aNHOM CMEPTU: M3MEHEHMA CEPAEYHO-
cocyamuctom cuctembl npm ACT, onpeaensowme
NnaToreHes BHE3anHOWU CMEPTM, — KJIanaHHbIM,
COCYAUCTbIM, aQPUTMMYECKMM CUHAPOMBI. [0
Habl0AEHMAM, BO BCEX C/IyYaaAX NMpUYMHA CMEPTH
HenocpeACTBEHHO UM onocpeZoBaHHO CBA3aHa C
MOPDODYHKLMOHAIbHBIMU U3MEHEHMAMU CepaLla U
COCY/JI0B: B OJHMX CJly4asiX oHa 06yc/0BEHA Frpy6oM
COCY/JINCTOM MaTOJIOrMEN, KOTOPYHO JIEFKO KOHCTAaTMPOBATh
Ha BCKPbITUM (pa3pbiBbl aHEBPU3M a0OPTbl, apTEPUM
FOJIOBHOIO MO3ra U Ap.), B ApPYrux cay4vyasix BHe3anHas
CMEpTb Bbi3BaHa (pbakTopamMu, TpyAHO noaaarolLmMMmCA
BEepUDHUKaLMN HA CEKLUMOHHOM CTOJ1e (apUTMUYECKas
CMepTb)



*MpUYMHBI BOSHUKHOBEHMS

*HapyLueHnsa CTpoeHMsa CoeUHUTEIbHOM TKaHU MOrYT
ObITb pa3HOM NPUPOAbI:

*BpoxAeHHble:MyTaLuMA reHoB, KOTOpble OTBETCTBEHHb!
3a co3jaHMe hepMeHTOB, HEOBXOAUMbIX MPU CUHTE3E
KoMnareHa u Tex, YTo HenocpeCTBEHHO OTBEYAlOT 3a
hopMMpPOBaHME M NPOCTPAHCTBEHHYIO OpraHU3aLMmIo
BOJIOKOH Ko/inareHa.

*NpuobpeTeHHble:
* HepocTaTOYHOE MUTaHMeE,

* He6narononyyHasa 3KoNorMyecKkas o6CTaHOBKaA.



* CUMNTOMBI AMCNNa3uKU CoeMHMTENbHOM TKaHM
cepaua

*TMpu3HaKkM aHOMaNbHbIX ABJEHMIM B paboTe cepaua,

CBSA3aHHbIX C AUCNAa3MeN CoeJMHUTENIbHOM TKaHM MOTYT
6blTb pa3HOO6Pa3HbIMM, MOTOMY YTO ECTb MHOXECTBO
BApUAHTOB MpOSB/EHMA 60/1€3HM B opraHmM3me. Yaule
Hab6/1l0JaloTCs BEreTaTMBHbIE HApYLUEHUA U obLlee
HeJOoMOraHue.

*J70:

* HapyLueHue cHa,

* NoBbILIEHHaA YyTOMNAEMOCTb,
*Bone3HeHHble oLyLLEeHNs B CEpALE,
*cnaboe camouyBCTBME,
*uedanrus,

*yacTble Npeao6MOpPOYHbIE COCTOAHMA.



* TpMumHbl, obycnas/mMBaiolLme 60/1€3HM Cepaua, ABAAITCA 0AHOBPEMEHHO CUMMNTOMaMM
BO3MOXHOM AMCMNNa3nM COEAUHUTENIbHOM TKaHM:

* OCO6EHHOCTM CTPOEHMA COCY/0B, CEpPALA U ero CTPYKTYPHbIX YacTeil:

*
)

g runonnaa3nAa aopTtbl MM 1IEFTOYHOIO CTBOJ14,

* HapylueHMe PYHKLMOHMPOBAHMA MUTPA/IbHOMO KaanaHa — NposabupoBaHMe ero CTBOPOK,
NPO6/IEMbI, CBAI3aHHbIE C XOPZAaMM: U36bITOYHAs NMOABUNKHOCTL, YAJIMHEHME;
aHEBPM3Mbl, pacroiaratlLMecs Ha KOPOHapHbIX apTepusX,
(byHKLUMOHaNbHbIE HAPYLLEHMA NPOBOAALLEN CUCTEMbI,
KnanaHbl TPUKYCNUAANbHBIM M MATPasIbHbIM MMEIOT Ha CTBOPKaX M36bITOYHYIO TKaHb,
JIEFOYHBIN CTBO1 M/IM aopTa PacLUMPEHbI B MPOKCMMAJIbHOM YacTy,
COCTaBASAOLIME KNaNaHOB UMEIT JlereHepaTUBHbIE M3MEHEHMS,
HapYLUEHMA B CTPOEHMM KpenieHna Xopa,
’
KNamnaHbl MMEIT HEMPUPOAHOE YMCIO CTBOPOK,
MMWOKapAMasibHble MOCTHKM,

aHOMaJIMM NEPETrOPOAKM MEXKAY KeNYA0YKaMM.

* KOHCTMTyLIMOHaJ'IbH bl€ 0COGEHHOCTM:

* noBopOT cepALa BOKPYr NPOAO/IbHOM M CarMTTasbHOM OCH,

* «kanenbHoe” cepaue,
* «BucaAvee” cepaue.

* NledbopmMaLm NO3BOHOYHMKA M FPYAHOM KNETKM, NPOBOLMpYOLLME 6one3Hn cepaLa.



* IarHocTmKa

* PaHHee onpegeneHue npobembl O4EHb BaXXHO, MOTOMY
YTO AaeT BO3MOXHOCTb noagep:KaTb COCTOAHUE
60/1bHOr0 1 HEe A0NYCTMUTb NPOrpPeECCMPOBaHMA 601€3HM
W, CBA3AHHbIX C HEM NOCNeACTBUM.

* NpumeHsaoTCA MeToapI:
* 3nekTpokapamorpadms,
* Jlonnnep-axokapanorpadms,

* 3nekTpokapamorpadmsa CyTOYHOr0 MOHUTOPMPOBaHMA.
25



* NleyeHue

* Jleye6Hble MepONpUATMA NPU 3a601EBaHUAX COEAMHUTENBHOM TKaHM
OCHOBaHbIl Ha, 60/IbLLEN YaCTH, OBLLEYKPENASIOLWMX AENCTBUAX
HeMep,MKaMeHTo3Horo xapakTepa. Llenbio x npoBeseHua asnaeTca
y/lydlleHMe KpoBoobpalleHMs U MMTaHMe TKaHeN HeAOoCTallWmMMHK ANA
UX MOJIHOL,EHHOro MPYHKLMOHMPOBAHUA KOMMNOHEHTaMU. HemManoBaXKHbIM
AB/IAeTCA Nojo6paTh ANA NauMeHTa pacrnopAaAoK AHs,
npeaycMaTpuBaloLLMA NONE3HbIE HArPY3KM M CBOEBPEMEHHbBIN OT/bIX.

* TepaneBTHuecKoe
* TepaneBTHYeCKoe neyeHue gucnnasmum cepala:

* neye6Han dU3KybTYpa - NOAGMPAIOT HArPY3KM C YYETOM MHAMBUAYAbHBIX
0COBEHHOCTEN BOJIbHOrO;

* ncmuxoTepanms,

* busmoTepanms,

* ayTOTpeHuHr,

BOJHble NpoLeaypbl,
Maccax No3BOHOYHMKA,
yrpa>kKHEHMA MOrK,

* %k k%

urnopednexkcotrepanus.



* MegmMKaMeHTO3HOoe
*Npuem npenapaToB, HaNpaB/iEHHbIX Ha CeAYOLWMIA pe3yibTar:
* oboralleHMe opraHM3mMa MarHueM,

* MeTaboMyecKoro xapaktepa, NoAnMTbiBaHME TKaHeM
HE06X0AMMbIMMU AMUHOKMCI0TaMM,

CpejAcCTBa, YBE/IMYMBAIOLLME KOJI/TAreHOO6pa30BaHUE;
YMEHbLUEHWE NPOSABJIEHM BEFETO-COCYAMCTOU ANCTOHUM,
npMBeAEHUE B CMOKOMHOE COCTOSAHME HEPBHOM CUCTEMBI,

npeaynpexaeHme HempoanCTpommM MMOKapaa,

* %k %k x ok

npoduIakTMKa aHTUOGaKTEepHa/IbHbIMM
npenaparamu

* Tepanua npenapatom MarHepoT® y geTtel ¢ cuHapomom ACTC
NPMBOAMT K YMEHbLLEHMIO NPU3HAKOB NpoJianca K/aanaHos,
YaCTOTbl BbIABNIEHMS MUTPAJIbHOM PEFYPruTaLMU, YMEHbBLLEHMUIO
BbIPQXXEHHOCTU KJIMHUYECKMX NPOSBNEHUN BEFr€TaTUBHOM
AMCDYHYLIMU, YaCTOTbl }KeNYAO0YKOBbIX aPUTMMM,
COMPOBOXKAAETCS MOBbILLIEHWEM YPOBHA BHYTPUIPUTPOLIMTAPHOIO
MarHms.
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