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BBEJAEHHE

Jlist 0003HauYe€HHsS BOCHAIMTENIBHOTO MOPAXEHUs MHOKap[a, OOYCIOBIEHHOIO B TOM
quclie BHYTPUYTPOOHBIM NPOHUKHOBEHHMEM HMH(PEKIHOHHBIX AareHTOB, paHbIle
WCIIOIB30BAIM TEPMHUH «MHOKapauT». OIHAKO, COTJIACHO JaHHBIM MHOTOYMCIIEHHBIX
UCCJEOBAHUM, y JeTel ¢ BUPYCHBIMU M OaKTepUaJIbHBIMU MHUOKapJUTaMH B
MaTOJIOTUYECKUI ITPOLIECC MPAKTUUECKU BCETIA BOBJIEKAIOTCS OJHOBPEMEHHO SHIAOKAP U
NEpPUKAp/, MOAITOMY HCIOJB30BAHHE TEPMHUHA «MUOKAPAUT» HE IMOJTHOCTBIO OTPAKAET
CYLIHOCTh MaToJioruueckoro mpouecca. HMcxoas w3 3Toro ObUIO  MPEeAsIOKEHO
UCIONIb30BaTh Yy JAeTed TepMuH «kapaut». HMm 0003HayaoT OJAHOBPEMEHHOE

BOCIIAJIMTCIIBHOC TTOPAKCHUC 000104YEeK cepaua — MUOKapda, SHAOKApAa U ICpUuKapiaa.

B nemuaTpuueckol MpakTUKE OJHOBPEMEHHOE MOPAKCHHE BCEX TPEeX 000JI0UYeK cepira
000CHOBaHO OOIIHOCTHIO  (YHKIUH, KPOBOCHAOKEHUS, WMMYHOIATOJOTHYECKUX
peakuuii. TepMUH «KapauT», BEPOSITHO, BIOJHE OMNpaBAaH JUII O00O03HAYCHHUS
BOCHQJINTEIBHOTO TIpOIlecCa B CEpAIe NMPH BHYTPUYTPOOHOM HHQPHUIIMPOBAHHWH ILIONA,
KOT'JIa TopakaroTcs 2 Wid 3 00O0JIOUKH, a MPH MPUOOPETSHHOM IPoIecce HeOOXOIMMO

IMOJIB30BATbCA TCPMHUHOM «MHUOKAPIUT.

Jns o0o3HaueHUs KapAuTa, WMEIOIIET0 HECTPENTOKOKKOBYIO H3THUOJOTHIO, PaHbIIE
yIOTPEeOIATU TEPMUH «MHPEKIIMOHHO-AIIEPTHUeCKU KapauT». OIHAKO € TMO3HIHNH
COBPEMEHHOI'0 MPEACTABIECHHS O MAaTOT€HE3€ KapAuTa [aHHBIM TEPMUH HENb3S CUUTATh
MPaBWIBHBIM, T. K. 3TO MOJMATHOJIOTHYECKOE 3a0oneBanue. B HacTosiee Bpems: KapauT
HECTPENTOKOKKOBON JTHOJIOTUU Yy JeTell 0003HAYAIOT MOHATHEM «HEPEBMATHUYECKUN
kapauT». HepeBmatuueckue KapauThl OOBEIUHSIOT BOCHAIUTEIbHBIE 3a00JICBAHMS
MUOKapAa pa3IuYHON ITHOJOTHHU, HE CBSI3AHHBIC C [J-T€MOJUTHYECKUM CTPENTOKOKKOM
rpynnbl A U gudg@dy3HbIMH OOJE3HSIMU COEIMHUTENIbHOW TKaHU.. B aeTckoM Bo3pacte
HEPEBMATUYECKUE KAPIUTHI BCTPEYAIOTCSA TOCTATOYHO 4acTto. OmHAKO MaHHBIE 00 WX
pPaclpOCTPAHEHHOCTU HE OYEHb TOYHBI B CBSI3M C TPYJHOCTSMH JUArHOCTUKH H3-3a
pa3HooOpa3usi KIMHUYECKUX TNPOSBICHUW U OTCYTCTBHUSI UYETKUX JUATHOCTHYECKHUX
kputepueB. CUUTAIOT, YTO MALMEHTHl C HEPEBMATUUECKUM KapJIUTOM COCTAaBISIOT OKOJIO
0,5 % Bcex rocnuranu3MpoBaHHbIX Aereil. [Ipm ayrorcuu ymepmnx AETEd 4acToTa
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KapauToB coctaBisieT 2,3—-8 % ciyuaeB. Cpenu nuil, 3a00J1€BIINX BUPYCHOM UH(EKIUEH,

yacToTa KapAUTOB MOKeT Bo3pacTtaTh A0 10—15 %



1. HEPEBMATHUYECKHUE KAPANUTDBI

HepeBmaTtnueckue KapauTbl - BOCHAIMUTENbHBIE MOPAXKEHUS CEpALA Pa3IAYHOU
ATUOJIOTUHU, HE CBSI3aHHBIE C PEBMATH3MOM WM WHBIMH 3a00JIEBAHUSIMU CUCTEMHOIO
xapakTtepa. HepeBmaTuueckue KapauThl BBIABISIOT BO BCEX BO3PACTHBIX TpyIIax, HO

qamie y I[CTCfI INEPBLIX JICT JKU3HU C HpeO6HaIIaHI/IeM Y MaJIbYUKOB.

Bpooicoennvie kapoumvr — TOCHEACTBUS B TEPBYIO OYepelb BHUPYCHOW HHDeEKIuH,
nepeHeceHHo matepbio Bo Bpemsi OepemenHoctu (Kokcaku A u B, ECHO, rpunm,
KpacHyxa, BeTpsiHas ocma, reprec). B mpoucxoxaeHun HEpPEeBMATUUECKUX KapIHTOB

ONPCACICHHOC 3HAYCHUC TAKIKC UMCIOT CJIICAYHOUIIHUC q)aKTOpBII

— OakTepuayibHbIN (AU TEpUst, OproIHON TH(, CTPENTOKOKK, XJIAMHUJIUHA, MUKOIUIA3Mbl U

Jp.);

— Mapa3uTapHbIA (TOKCOIUIa3M03, THCTOIIa3MO03, ITUCTOCOMO3);

- FpH6KOBBIﬁ (KOK[II/I,III/IOMI/IKOS, aCIICPrujuic3, KaHJanao3s, THCTOHH33M03);
—aJJIEPTUYeCKUi (JIeKapCcTBa, CBIBOPOTKA, BAKITMHA);

—BHEITHECPEOBOM (IEUCTBHUE TOKCUYECKUX (DaKTOPOB, (PU3HUECKUX areHTOB, PaIHAIIIH).

3apaxeHue OObIYHO MPOUCXOIUT OT MAaTEpH MPU CHUKEHUH TUIAlleHTapHOro Oaprepa. Y

yacTu nauueHToB (10 10 %) ycTaHOBUTH NPUUYMHY, BBI3BABIIYIO KApJIUT, HE YAACTCH.

HepeBmaTtuueckue KapAauTbl MOTYT pa3BUTBCS B PE3yJIbTAaT€ HEMOCPEACTBEHHOIO
KApAUOTOKCHYECKOr0 JCHCTBUS BO3OYIUTENs] W (POPMUPOBAHUS BOCMATUTEIBHBIX WU
JECTPYKTUBHBIX H3MEHEHUW B 000J0YKax cepama (MpeuMyIiecCTBEHHO MHOKap/a).
BaxHyro ponb OTBOAST HMMMYHHBIM HApPYUICHUSIM, HEPEAKO TE€HETUYECKHU
JIEeTePMUHUPOBAHHBIM. BHenpeHne MHPEKIMOHHOTO areHTa MPUBOJUT K OOpa30BaHUIO
IMUTOTOKCHYECKUX T-TMMQONHUTOB, IUPKYIUPYIOMUX UMMYHHBIX KOMIUIEKCOB, aHTUTEIN
K KapJHOMHOIIMTAM, BBI3BIBAIOIIMX PA3BUTHUE AJUIEPTUUECKUX PEAKIIMN HEMEIJIEHHOIO U
3aMEIIJICHHOTO THUIOB. B pe3ynprare MNOBpEk)IAOTCS PA3IWYHBIE CTPYKTYpPbI cepAaua

(KapI[I/IOMI/IOI_[I/ITBI, COCIUHHNTCIIbHAA TKaHb, CTCHKHU COCYI[OB), pa3BHUBArOTCA



MeTabONMMYEeCKue CIBHUTH, AaKTUBHPYIOTCS JIM30COMalbHBbIE (EPMEHTHI W JApYyTHe
MEANATOpPbl, YTO TPUBOAUT K JACCTPYKIHH MHUOPUOPWILII, HAPYIICHHIO COCYIUCTOU
NPOHUIIAEMOCTH, MHKPOIMPKYJISINA, BO3HUKHOBEHUIO TKAHEBOW THIIOKCHH U
TPOMO03MOOIHH. CoBMecTHOE JeNCTBUE UH(EKIIMOHHOTO areHra u
MMMYHONATOJIOTHYECKUX TIPOIECCOB, KaK MPaBWIIO, MPUBOAUT K Pa3BUTHUIO OCTPOTO
KapauTa. B BO3HMKHOBEHHMH XPOHHMUYECKOTO IpOIECcca ONPENEesSIONIyl0 pOib OTBOJAT

aYTOI/IMMYHH]'::IM peaKHI/IHM.
KJACCA®UKALINAS

O6H.ICHpPIH$ITOI>i KJ]aCCI/I(i)I/IKaI_[I/II/I HCPCBMATUYCCKUX KAPAWTOB B ACTCKOM BO3PACTC HCT.

B xiaccudukanuu, npuMeHseMoi B NeANaTpUYECKON MPAKTUKE, YUUTHIBAIOTCS:

— MepUOJi BOSHUKHOBEHUs 3a00s1eBaHusl (BPOKICHHBIN 1 MPUOOPETEHHBIN KapauT);
— XapakTep TeueHus (OCTPHIH, MOAOCTPHIA, XPOHUUECKUN);

— CTEIICHb TSAKECTH,

— BBIP@KEHHOCTh CEPJIEYHON HEJOCTATOYHOCTH;

— BO3MO>KHBIE UCXO/JIbl U OCIIOKHEHUS 3a00JI€BaHUSI.

BpokneHHble KapAWThl pa3lensioT Ha paHHWMe ©  mo3aHue. O0s3aTenbHBIM
MOP(OJIOTHICCKUM TMPHU3HAKOM PAHHMX KapAUTOB SBIACTCS @ubdposracmos WU
anacmoghubpos PHI0KapAa U Muokapzaa. [lo3aHue KapAUThl HE UMEIOT ATOTO MPHU3HAKA.
TspkecTh TeueHUs KapAuTa OMPENeNseTcs KOMIUIEKCOM KIMHUKO-WHCTPYMEHTAIbHBIX
JAHHBIX: pa3MepaMu  CEepAlla, BBIPAKEHHOCTHIO CEPACYHON  HEIOCTATOYHOCTH,
MpU3HAKaMHM HWIIEMHUYCCKUX W MeTabonmueckux wu3MeHeHmit Ha OKI', xapakrepom

apUTMUI, COCTOSTHUEM MAJIOT'0 Kpyra KpOBOOOPAIIICHMS.
1. PAHHHUE BPOKJIEHHBIE KAPAUTBI

Pannue BpoXkJA€HHBIE KapAUThl BO3HUKAIOT B peE3yJbTaTe ACHCTBUS IMOBPEKIAIOIIETO
areHTta (BUpYChl, OaKTepUH, pajvalus U Jp.) Ha Ceplle IJI0/a B paHHUl ¢eTanbHbIN

niepuo (4—7-i1 Mecsibl 0epeMeHHOCTH). TKaHM cepilia Tio1a B 3TO BpeMs €IIe He MOTYT
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OTBETUTH HA BO3JCHUCTBUE IIOJHOM BOCHAJMUTEIBLHOW PEAKIMEN W OTBEYAIOT pEaKIueHn
npoiaudepauuu COCIMHUTEIBbHOM TKaHU, T. €. QopMupoBaHueM (UOPO3HOU H
anacTUYecKorM TkaHW. HapymiaeTcss HOpMallbHOE CTPOEHUE CEpACYHBIX O0O0JIOUEK, B
KOTOpbIE MPOHUKAIOT BOJIOKHA COEAMHHUTENIbHOM TKaHU. DTOT MPOIECC HAUYMHAETCS C
9HOOKAapOa, 3aTeM TOBPEKIAETCA U Muokapo. B 3aBUCUMOCTH OT TOr0, KaKWX BOJIOKOH
Ooonbiie — (UOPO3HBIX WIJIM JJIACTUYECKUX, oOpasyetcs (ubposnactod uiu
anactopuopo3. PeOGeHOK OOBIYHO pOXKAACTCS YK€ C HMCXOJAOM KapauTa, HapylIeHHEM

COKpaTUTEIbHON (DYHKIIMU cep/illa U TUJIaTalluei ero MoJoCTeH.

Bce xnununueckue MMPOABIICHUA 3a00JIEBAaHUS MOYKHO pasaciinTb Ha BHECEPACYHBLIC U

cepaevyHbIE.

K skcTpakapauajbHBIM OTHOCSTCS: IUIOXash MpuOaBKa Macchl Tejla 0€3 BHUANMOM s
ATOTO MPUYMHBI, OTCTaBaHUE B (PU3UYECKOM PA3BUTHH, 3aJCPKKA Pa3BUTHS CTATHUCCKUX
byHkumii. Y ngereil oTMeuaercs BsUIOCTh, COHJIMBOCTb, TOBBIMICHHAS TMOTIUBOCTD,
BBIp@)KEHHAs YTOMJIIEMOCTh TIPU KOpMJIEHUH, cpbiruBanus. [lpu cocanum y pebGeHka
pa3BUBaeTCs agoHus B pe3yibTaTe CHABJICHUS BO3BPATHOTO HEpPBA YBEIWYCHHBIMU
kamepamMu cepana. OtTmedaroTcss OeCHpUUYMHHBIE TPUCTYIBI OECIOKOMCTBA, pexe
AMU30/1bI TOTEpU co3HaHUs. C MepBbIX JHEW KM3HU MOSIBISETCS Kalllelb WA HaBA3YMBOE
nokanuiiBanue. Ha mepBoM rofy >KM3HHM JIeTH 4acToO O0Jet0T (OpOHXUT, MHEBMOHUS U
ap.). [Ipu ocmoTpe BbIsIBIISIETCS OJIETHOCTh KOXKHBIX MTOKPOBOB, YMEPEHHAs! CUHIOIIIHOCTh
BUJUMBIX CIHM3UCTHIX O000JOYEK, KOHYMKOB TMAJbIEB W I[MAHO3 HOCOTyOHOTO
TpeyroibHuKa. [Ipy ayckynpranuu Jerkux Ha GOoHe KeCTKOTO JbIXaHHs BBICIYIINBAIOTCS

KPYITHOIY3bIPYaThIE U CPEIHENY3bIPYAThIE BJIAKHBIE XPHUIIBI.

[Ipy mnampnanuu BepXyIMICUHBIA TOJNYOK ocmabiieH. IlepkyTopHO ompenenseTcs
YBEJIMYCHUE TPAHUL] CEPJACYHOM TYINOCTH MNPEUMYIIECTBEHHO BJIEBO. TOHBI cepana
IJIyXue, MHOTJIa apuTMU4YHbIE. [Ipy aycKynpTauu BBICTYIIHUBAETCS CUCTOJINYECKUN TITYM
HEJIOCTAaTOYHOCTH MUTPAJIBHOTO KjlallaHa Ha BepXyIIke W B Touke boTkuHa—3Ipba, pexe
TpexwieHHbId puTM. MHOTHa iyM He ompenesnsiercs. OTMeYaeTcsl YBEJIMYEHUE YaCTOThI
CEpJICYHBIX COKpAIIECHUH, KOTOPOE IJIOXO IOJJIACTCs JeYEeHUI0. Pa3BUBaeTCs TOTalbHasl,

HO C MpeoldiaaHueM JIEBOXKEITYJOUKOBON CEPACUHO-COCYAUCTAasE HEOCTATOUHOCTh. [Ipu
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npoBefieHnn (QoHoKapauorpaduu BeIABIsIeTCS CHUXeHUWe amrmuTyasl | u Il ToHOB
cepAlla U CUCTOJMYECKHUM IIyM, MPEUMYIIECTBEHHO B YETBEPTOM MeEXpeOephe ClieBa,

cBs3aHHbIN ¢ | TOoHOM M yObIBaromuit mo gpopme.

Knununaeckas manudecraius npeHatalbHOTO (paHHEro) KapJAuTa HAaYMHAETCS B NIEPBbIC
1-6 mecsieB xu3HU. OCOOCHHOCTBIO CEPIIEUYHON HETOCTATOUYHOCTU MpU PUOPOITACTO3E
SIBJISIETCSL TOYTHU TOJIHAsI pe)PaKTePHOCTH K MPOBOJUMON TEparuM, YTO 3HAUYUTEIHHO
OTJIUYACT PaHHUE BPOXKJICHHBIC KAapAWTHl OT OCTPHIX M IOJOCTPBIX MPUOOPETECHHBIX

KapJIUTOB.
2. IIO3JHUE BPOXJIAEHHBIE KAPANTDBI

HaubGonee wuacto mo3nHHE BPOXIEHHBIE KapJIWUThl BbI3BIBAIOTCS BHYTPUYTPOOHOM
uH(EKIMel, KoTopas MPOHUKAET B CepAlle IUIoJa Mocyie 7-ro Mecslla BHYTPUYTPOOHOM
KU3HU, KOTJ]a TKAHU CepJIlla YK€ MOTYT OTBEYaTh MOJIHON BOCHAIUTENbHON peakiueil. B
OTJINYME OT PAHHUX BPOXKACHHBIX KapAWTOB, TAKUE H3MEHEHHs] TKAaHU CepAua, Kak
¢ubposnacro3 u snmacropudpo3, Mpu TO3THEM BPOKICHHOM KapJIUTE OTCYTCTBYIOT.
BmecTo HUX HMEIOTCS BBIpaXEHHbIE TNPU3HAKH BOCHAJEHMS B MHOKapae,
NPOTEKAIOIIETO TaK K€, KaK W MPUOOpPETEHHbIE MHOKApIUTHI y AeTeil. PeOeHok MoxkeT

POOAUTHCA KaK C TCKYIIUM BOCIIAJIUTCIIBHBIM IIPOLHCCCOM, TaK U C UCXOJOM KapauTa.

XapaKTepu3yeTcsi YMEPEHHOW KapIUOMETrallue, pPa3IMYHbIMU HApPYIICHUSMU PUTMa W
NPOBOAMMOCTH BIUIOTh JIO0 TOJHOW TMOMEpPeYHOl OJoKaabl cepialna W TpereTaHus
npeacepaAnii, TPOMKUMH CEpACYHBIMU TOHAMH, MEHEE BBIPAXKEHHOUW (IO CPAaBHEHUIO C
pPaHHUM BpOXJIEHHBIM KapJUTOM) CEpACYHOM HEIOCTATOUYHOCTHIO. YacTo BBIABISIOT
MpPU3HAKH TOPAKEHUS IBYX WM TpEX 000704Yek cepama. Y HEKOTOPBIX OOIBHBIX
BO3HUKAIOT MPUCTYIbl BHE3AMHOTO OECIOKONCTBA, OJBIIIKK, TaXUKAPAUU C YCUICHHEM
1lMaHo3a, CYJIOpor, 4YTO OTpaXkaeT coueTaHHoe mnopaxeHue cepaua u [HC,
00yCJIOBJICHHOE TMPEIIISCTBYIOMICH HH(pEKIeld, OCOOCHHO BBI3BAHHOW BHpYyCaMHu

Kokcaxwu.



3. IPUOBPETEHHBIE KAPJIUTHI

[IproOpeTéHHble KapAUTHl MOT'YT BO3HHMKATh B JIIOOOM BO3pacTe, HO 4alle - y JeTed

IIEPBBIX 3 JIET )KU3HU.
OcTpslii KapauT

Ha ¢done Tekymield uiam BCKope Mociie MepeHecEHHOM MH(EKINU MOSBISIOTCS BSJIOCTD,
pa3IpaKUTEIbLHOCTh, OJIETHOCTh, HABS3UMBBLIM Kalllellb, HAPACTAIONIUN MPU TEpPEMEHE
MOJIOXKEHHUS TeJla, BO3MOXHBI TMPHUCTYIHI I[MAHO3a, TOIIHOTA, PBOTA, OOJU B KUBOTE,
sHIEedaTuTHUYeCKue peakuuu. IlocTeneHHO WM JOCTaTOYHO OCTPO pPa3BUBAIOTCA
CUMIITOMBI JIEBOXKEJIYJJOUKOBOM HEJOCTATOYHOCTU (OJBIIIKA, TaXWUKapAus, 3aCTONHBIC
XpUIibl B JErKuX). OOBEKTUBHO OMNPEIENSIIOT MyJbC CIa00ro HamoJHEHUs, oclabiieHne
BEpPXYILIEYHOI'O TOJIYKA, YBEJIMYEHHE pPa3sMEpOB CepAla, MPEUMYILIECTBEHHO BIEBO,
ocnabnenre | ToHa, puTM ranoma, pasHooOpasHble apuTMUU. CHCTONMYECKHH IIyM
OTCYTCTBYET, HO BO3MOKE€H INpPU PA3BUTUU HEAOCTATOYHOCTH (OTHOCHUTEIBHON WIIH

OpraHUYeCcKoi ) MUTPAIILHOTO KJIalaHa.

PenTrenonorndyeck  BBISIBISIOT ~ yYBEJIMYEHUE  Pa3MEPOB  CEpAlla  pa3IUYHOU
BBIPAKCHHOCTH, BEHO3HBIM 3aCTOM B JIETKMX, CHWKEHHE aMIUIMTYAbl CHUCTOJIO-
JTUACTONIMYECKUX KOJeOaHWl, MHOTAA - YyBEJIMYEHUE BHIIOYKOBOW kene3pl. Ha OKI
O0OHApYXKUBAIOT CHUXXKEHHE BOJbTaka KoMruiekca QRS, mpusHaku meperpysku JIEBOTO
WM 000MX KEIYJ0YKOB, Pa3JIMUHbIE HAPYIICHUS PUTMAa M IPOBOJMMOCTH (CHHYCOBas
Taxu- 15810 OpanuapuTMus, AKCTPACUCTOJIHS, ATPUOBEHTPUKYJISIPHBIC 51
BHYTPMIKEJTYJIOUKOBbIE  OJIOKaabl, cMeleHue cerMeHta ST, CriIaXeHHBIM WiId
otrpunatenbHbiii 3yden T. Bosmoxkubsl nHbapkro mogooHbsie n3menenus u K -pusnaku
conmyTcTBytolero nmepukapauta. Ha DOxoKI' ompenenstor auiatanyio  IpaBoro
JKEJIyJJ0UKa W JIEBOIO MPEACEPIUs, TUIIOKUHEZUIO MEXOKETYAOYKOBOMW MEPETOPOJAKH H
3QJTHEH CTEHKH JIESBOTO JKETY/I0YKa, CHIDKCHHE ()paKIIMU BEIOpOCa, YBEITUYCHUE KOHCUHO-
CHUCTOJIMYECKOTO M KOHEYHO-AUACTOJINYECKOTO Pa3MepOB JIEBOTO JKEJIY/I0YKa, MPU3HAKU

HCIOCTATOYHOCTH MHUTPAJIBHOI'O KilallaHa, BBIIIOT B ITIOJIOCTH IICPpUKaApAAd.



IMomocTpbiil KapaAUT

[lomocTpelii KapAUT yalle HaOMOAAIOT y AeTed B Bo3pacTte OoT 2 10 5 jmeT. OH MOXET
pa3BUTHCS MO0 MOCIIE OCTPOro KapJuTa, JIMOO caMOCTOSATENBHO (IEPBUYHO MOAOCTPHIM
KapJuT) COycTd NpoaoukuTenbHoe Bpemst nocie OPBU, mpossissce 01enHOCTHIO,
MOBBIIIEHHON  YTOMJISIEMOCTBIO,  Pa3/IpaXUTEIbHOCTHIO, CHUXKEHUEM  amleTHuTa,
nuctpodueit. McrioaBois (MHOTIa BHE3AIMMHO) pa3BUBACTCS cepiedyHasi HeJJOCTaTOUHOCTb,
WIH CITy4ailHO 0OHapy>KHUBAIOT apUTMUH, YBEIUUYCHHE Pa3MEpPOB cepalla, CUCTOINYECKUN

IYM.

CuMnTOMBI TIOAOCTPOTO KapJUTAa AHAJOTHMYHBI TAKOBBIM TPU OCTPOM €r0 BapHaHTE.
OOpatHoe pa3BuTHE Tpolecca Impoucxonut vepe3 12-18 mec, nmubo oH mpuobOperaer

XPOHUYECKOE TEUCHHUE.
XpOHUYECKUN KAPAUT

XpOHUYECKUI KapJAWT pa3BUBAeTCA dyalle y JeTed crapiie 7 jeT Jubo B NEPBUYHO
XpOHUYECKOM BapuaHTe, JUO0 KaKk HCXOJ OCTPOro WM TMOAOCTPOro KapauTa.
KnuHanyeckas kapTUHa XPOHHUYECKOTO KapAWTa OTIMYAETCs MHOroo0pa3ueM, uTo
CBS3aHO, B YaCTHOCTH, C OOJNBIION MPOJOKUTEILHOCTBIO  3a00JIeBaHUS U
pazHoo0pa3HbIM COOTHOUIIEHUEM BOCIAJIUTEIIbHBIX, CKJIEPOTHYECKHX U

TUNePTPOPUIECKUX U3MEHEHUN B CEPJIIIE.

[IepBUYHO XPOHMYECKOMY BAapUaHTy HEPEBMATHYECKOTO KapAUTa CBOWCTBEHHO
JUINTETFHOE MAJIOCUMIITOMHOE TE€UeHHE ¢ MpeolOiaJaHreM JKCTpaKapIUalbHbIX
MpOSIBIICHUH  (OTCTaBaHWE B  (U3MUECKOM Ppa3BUTHH, CIa0OCTh, TOBBINICHHAS
YTOMJIIEMOCTh, CHWXCHHE ammeTUTa, TMOTINBOCTh, OJEIHOCTh, PEHUANBUPYIOIIHE
MHEBMOHUN). JleTn HepenKo BeAyT OOBIYHBIN 00pa3 )KU3HU, MOTYT 3aHUMATHCS CIIOPTOM.
[lepuognyeckn BO3HUKAIOT TOJOBOKPYKEHHE, OJblllIKa, O0IM B 00JacTH cepjua,
cepaneOruenre, HaBSI3YMBBIM Kallleib, TOITHOTA, PBOTA, OOJMM B MpPaBOM TMoapedepbe,
0OyCJIOBJIEHHBIE  CEpPJICUHOM  HEJOCTAaTOYHOCTHIO. BO3MOXXHO oOCTpoe pa3BUTHE
MPUCTYNOB OJIEIHOCTH, OECMOKOWCTBA, MOTEPU CO3HAHUS, CYAOPOr, CBSI3@HHBIX C

CEepJICYHOM  JEKOMIICHCAIIMEW WJIM BOCHAJWUTENIbHBIMU U3MeHeHusimu B [IHC,
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CONyTCTBYIOIIUMU KapauTy. Hepeako mnpeamnonokeHue o cepAevYHOM MNATOJOTHU
BO3HHUKAET JIMIb MPU MaHU(ECTAlUH CEPJCYHON JIEKOMIICHCAIIUU WM OOHApYKEHUU
KapJAUOMETajJnu, CTOMKUX apUTMHUN, CUCTOIMYECKOTO IIyMa, renaTOMErajvd BO BpeMs
NpoPUIAKTUYECKOTO OCMOTpa JUOO TPH OCMOTPE B CBSI3U C TIEPECHECEHHBIM

UHTEPKYPPEHTHBIM 3200JIEBAHUEM.
JupPepenunanbHas TMATHOCTHKA

llepeuensv 3abonesanutl, ¢ KOMoOpviMuU NPoBoOam OuppepenyuaibHyro OUACHOCMUKY

HepesMamuyecko20 Kapouma, 3agUcum om 803pacma peoéunka u oopmvl kapouma.

1.V HOBOpO)KIIéHHI:IX HN3MCHCHUA B CCpALC, HAITTOMUHAIOIINC HepeBMaTI/IIIeCKI/Iﬁ KapIuT,
MOI'yT BO3HHUKAThb BCJICACTBHC nepuHamaJleoﬁ 2UNnoKcuu. HpI/I 3TOM BO3MOXHBI
KapauoMcerajinda, MpuriiymcHUe CCPACUYHbIX TOHOB, HAPYHNICHUC pUTMA U ITPOBOAUMOCTH,
HHOrJa - CCPACUHBIC ITYMbI U CUMIITOMBI HCAOCTATOYHOCTH KpOBOO6paIIIeHI/ISI. I/IsyquHe
dHaMHEC€3a, HaJIU4uc HCBpOHOFH‘{eCKOﬁ CHUMIITOMATHKH, HpCXOI[SIH_II/If/'I XapakTep

CEPACUYHBIX W3MEHEHHUH MO3BOJISIOT UCKIIIOYUTH JAUAardo3 BpO)K,IIéHHOFO KapauTa.

2. K epooicoennvim nopoxam cepoya (BIIC) m cocymnoB ¢ KapawoMmerajiue, Ho 0e3
BBIPA)KEHHON ayCKYJbTAaTUBHOM CUMIITOMATUKH, OTHOCSTCS aHOMAJbHOE OTXO0XKICHUE
JICBOM KOPOHAPHOM apTEpUM OT JIETOYHOM apTepuu, cuHApoM bianna-Yaiita-I'apnanna,
W30JIMPOBAaHHAs  KOApKTalus  aopThl, TModHas  QopMa  OOIIETO  OTKPBITOrO
aTPUOBEHTPUKYJISIPHOTO KaHalla, AEPEKT MEXIPEICEPIAHON MEePEeropoaKu, TOTAIbHBIN
WIM 4YacTUYHBI aHOMAJIbHBIA JApeHaX JeroyHelx BeH. K o0mum cumnroMam
HEPEBMATUYECKUX KApJIUTOB M OTHUX MOPOKOB OTHOCAT OTCTaBaHWE B (U3HMUECKOM
pPa3BUTUHU, KapJIHOMETajvi0, HAPYIIEHUE PUTMA U MPOBOJAUMOCTH, CEPACYHBIC LIYMBI,
MPU3HAKA HEJAOCTATOYHOCTU KPOBOOOpAIEHHUS, a TaKXe pPa3HOOOpa3HbIe KajaoObl
KapJIMaJIbHOTO W HKCTpaKapJHAIbHOTO XapakTepa. B oTimume OT HepeBMaTHYECKHUX
KapJIUTOB, MPHU BPOXKACHHBIX MOPOKAX CEpAlla OTCYTCTBYET CBSI3b C MPEALIECTBYIOLIEH
uH(peKmen, npeobiagacT MOpaKeHUE MPaBBIX OTACIOB CEPJIA, HapyIIaeTcs JEroyHas
reMoAnHaMukKa (00eHeHne JTErOYHOr0 PUCYHKA WM €T0 YCUJICHUE); UMEIOTCA U APYyrue

HNHAWBUAYAJIbHBIC 0COOEHHOCTH Kaxxaoro IIOPOKa. PGIHEIIOHICC 3HA4YCHUC B
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muddepennmansHoi auarHoctuke umeroT OXoKI[T u apyrue cnenuaibHble METOJb

HCCICOAOBAaHUA.

3. DHoomuoxapouanvHviii pudposracmos (@) — BpOKIEHHOE 3a00JEBaHUE HESICHOU
STHOJIOTHH, HAYMHAIONIEECS BO BHYTPUYTPOOHOM TeEpHOJE, XapaKTepU3yIolleecs
3HAYUTEIHHBIM YTOJIICHUEM JHIIOKapnaa, 00yClIOBICHHBIM (uOpo3oM, KapAauoMeranuei
1 3aCTOMHON cep/IeyHOM HEe10CTaTOYHOCThI0. CunTtaercs, 4yTo prudpo3nacTos3 He ABIsAETCA
CaMOCTOSITEIIbHBIM 3a00J€BaHUEM, a NPEICTaBIsAeT cO00M HecneuuPpUuecKyro peakinio
9HIOKAp/a Ha 000 MHUOKApAHAIBHBIA CTPECC, B KAUECTBE KOTOPOTO MOTYT BBICTYIATh
reMOJMHAMHYECKHE TIEPErpy3KH M3-3a BPOXKIACHHBIX MOPOKOB CEPJIa M COCYIOB M X
COUYCTaHWW, BUPYCHBbIE WIM OaKTepHWalbHBIC arcHThl, TI'eHETHUYeCKHWe abeppamnuu,
THITOKCHUSI, KapJUOMHONIATHH U T.A. KIMHWYECKue MposBIeHUS BapbupyroT. Ha mepBom
TUTaHE CTOAT KapAMOMETallusl U PaHO TOSBIIIONMIASCS JEKOMIICHCAIUS KPOBOOOPAIICHISI
y HOBOPOXKACHHBIX, Yallle - y JETeW TIpymHOro Bo3pacTta (10 6 Mmecsues). [IpusHaku
TSKEJIOW 3aCTOMHON HEAOCTAaTOYHOCTH MOTYT pa3BUBAThCS y paHee KIMHUYECKH
3I0pOBOTO pedeHKa, MaHHU(ecTalusi U MPOTrPECCUPOBAHUE MOXKET OOHApPYKMBAThCS Ha
doHe penuaIUBUPYIONINX JIETOYHbIX UH(eKuud. CUMITOMBI 3a001€BaHUSI MOTYT HOCUTh
MOCTOSIHHO TPOTPECCUPYIOMIMM XapakTep HIM TPOTEKaTh C MEPHOJAMU PEMHCCHH.

[Tporuo3 HeOmaronpusiTeH.

YV Oemeti cmapweco  603pacma  Hepesmamuueckue — KapOumvl — HEOOXOOUMO
oughgepenyuposamo C  pesmMamusmom, apummusmu IKCMPAKaApOUATLHO20

NPOUCXOAHCOCHUS, MUOKAPOUOOUCMpoghueti u op.

1. JubdepenunanpHas AUATHOCTUKA pPeBMAMUYECKUX U HEPeeMamuuecKux Kapoumos
OCHOBaHAa Ha WCKIIOUCHUHM PEBMATUYECKOW JHMXOpPaaKH, HaOMoaromencs y aeren
ctapie 5-7 net. XapaKTepHbl HAIWYHAE CBSI3M MaHU(ECTAIMU KapJauTa C EPEHECEHHOU
CTPENTOKOKKOBOM HMH(EKIMENH, HMEIT MECTO SKCTpaKapAualdbHbIE TMPOSBICHUS —
aHyJISIpHAasl ChIllb, APTPAJITUH, MOJHAPTPUT, Xopes. [nsd peBMaTndeckoro kKapaurta He
XapakTepHa KapAUOMETaJIis U BbIPAKCHHAss MUOKapAuaibHAs HEAOCTATOYHOCTh, YaCcTO B
MpOILIECC  BOBJICKAETCSl MEpUKapA, paHO MOXET OOHapyXuBaTbcs JedopmMaius

aTPUOBEHTPUKYJSIPHBIX KIJIANAHOB, B JaibHeHIeM (OpMUPYIOTCS MOPOKUA Cepiua.
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OOGHapyxuBalOTCsl J1abOpaTOPHbIE U3MEHEHUS, TUIIUYHBIE IJIE OCTPOM PEBMATHUECKOM
nuxopanku (neitkouutos, noeimenue COJ, Boicokue tutpbl ACJIO, CRP, anturen f-
FEMOJIMTUYECKOI0 CTPENTOKOKKA TPyHIbl A), Tpu 0aKTEPHOJOTUUECKOM HCCIETOBAHUU
Ma3ka M3 3€Ba MOJXET BBIICHATHCS [-TEeMOJUTUYECKUN CTPENTOKOKK Tpynmbl A.
XapakTepHbl: OTYETIMBAsg YCTOWYMBAs TOJIOKHUTENbHAsI JWHAMUKA IPU3HAKOB
JeKOMIIeHCcaluu KpoBooOpamenusi, uameHenuit OKI', nukBuganus nepuxkapauaibHOTO

BBIIIOTA HA (1)0He HpOTHBOBOCHaHHTeHBHOﬁ )51 aHTI/I6I/IOTI/IKOT€paHI/II/I.

2. llpu nudamarHocTuke ¢ uouonamuyeckou OUIaAMayUoOHHOU Kapouomuonamueu
(AKMII) pemaroimiee 3HaUYCHWE WUMEET TOCTEIIEHHOEC Pa3BUTHE CHUMIITOMOB 3aCTOMHOM
CEPJICYHOM HEJIOCTATOYHOCTH, OTCYTCTBHE WJIM MHUHUMAaJIbHBIC JaOOpaTOPHBIC MPU3HAKU
BOCHAJICHHUS,  OTCyTcTBHE  d3(d@dekra OT  IPOTHBOBOCHAIUTCIBHOW  TEparuH.
Jugppepenyuanvuas ouacnocmuxa dTAX COCTOSSHUM, OCOOCHHO y JeTel MEpPBOTO rojaa
KU3HU, OYCHb CJIOKHA, TaK KaK MEXJYy HUMHU CYIIECTBYET HE TOJbKO KIIMHHYECKOE H
NaTOr€HETUYECKOE, HO u Mopdooruyeckoe CXOJICTBO, OOIITHOCTh
ANEKTpOKapAUOTpaduIeCKUX u IXOKapAUOTpapuIeCKUX XapaKTEPUCTUK.
AnoomuoxapouanvHas OUOTICUS MHOKap/aa, MOKa3aHHas B ATHUX CIydYasx, 4acTo (HO He

BCET/1a) MOJTBEPKAAET JUATHO3.

3. V 4actu OONBHBIX HEPEBMATUYECKHM KapAHUT, OCOOCHHO XPOHWUYECKUH, CIEAyeT
muddepeHnupoBaTh OT Kapouomuonamuii, B YaCTHOCTU - 2unepmpoghuueckotl
kapouomuonamuu. Ilpu 310l PopMe KapAMOMHONMATHI, HEPEAKO MMEIOMIECH CeMeHHBIN
XapakTep, OOBIYHO OTCYTCTBYET CBS3b C TEPEHECEHHON WH(EKIUeH, HNMEITCA
pa3IUYHbIA MO0 TeMOpY W JIOKaJu3alMu CUCTOJMYECKUNA IIyM (MOJKIANaHHOTO CTEHO3a
AOpThl M HEJIOCTATOYHOCTH MUTPAIBHOTO KiamaHa), acUMMETpU4Hasi TUnepTpodus
MBIILIEYHOW YaCTH MEXIKEIYIOYKOBOM NEPETOPOJIKY IIPU COXPAHHOM COKPATUTENIBHOM €€
ciocoOHoctu. IlomocTu neBoro mpeacepAuss U JIEBOTO KeNylodKa HOPMaJbHbl WU

HCCKOJIbKO YBCINYCHEI.

4. Jlerkue (opMbl MUOKapIUTa y NE€TEM HIKOJIBHOTO BO3pacTa W MOJIPOCTKOB CIIEIYET
nuddepeHpoBaTh ¢ Muokapouooucmpoguerl Ha (HOHE BETETATUBHOM IUCQYHKIIWH,

0COOEHHO npun HaJIX4un HaH)KeHYHOqKOBOﬁ OKCTPACUCTOIHNH, KapAUAJITn4CCKOIro
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cuHApoMa. ['TTaBHBIM OTJIMYMEM SBISETCS OTCYTCTBHE KapJUOMETAINU U CEPICYHON
HEJOCTAaTOYHOCTH, OTCYTCTBHE TMOBBIIICHUS YpPOBHS OMOXMMHUYECKHX MapKepoB
MOBPEXKICHUS MUOKap/a, HAIMYKE SPKUX BEreTaTUBHBIX HAPYIICHUN CO CTOPOHBI APYTUX
opraHoB u cucrteM. OKI'- M3MeHeHus, Kak MpaBUIIO, MCYE3al0T Ha (QoHe (U3HUEeCKOU

Harpy3ku (B OTJIMYHE OT MUOKAPAUTA).

JIOTIOMHUTENbHO HEPEBMATUYECKUE KapIUThI y JIeTell HeoOXoauMo nudpepeHpoBaTh ¢
BPOJICOEHHBIMU  HAPYUIEHUAMU NPOBOOUMOCTIY, NPOAANCOM MUMPATbHO20 KIANAHA,
cepOeyHbIMU  UBSMEHEHUAMU  npu  OO0Ne3HAX  HAKOWAEHUs,  HACIe0CMBEeHHbIMU
3a601e6aHUAMU COCOUHUMENLHOU MKAHU, KOHCIMPUKIMUBHBIM NEPUKAPOUMOM, ONYXOAAMU

cepoya.
PEBMATHYECKHHN KAPJIUT

Ocmpas pesmamuyeckas auxopaoka (OPJI) — mocTUH(PEKIIMOHHOE OCJIOXKHEHHE A-
CTPENTOKOKKOBOTO TOH3W/UIMTA (AHTWHBI) WIM (apuHTHTa B BHUAE CHCTEMHOTO
BOCIIAJIUTENILHOTO  3a00JIEBaHUS COCIUHHUTEIBHOW TKaHU C MPEUMYIICCTBEHHON
JoKamu3anued B CEpACYHO-COCYTUCTOM  cucTeMe  (peBMOKapaWT),  CycTaBax
(MHTpHpYIOIIUK TIOTUAPTPHUT), MO3re (Xopes) U Koke (KOJBICBUIHAS JpUTEMA,
peBMAaTHUECKHUE Y3E€JIKH), pa3BHBAIOIICECS Y MPEIPACIIONOKCHHBIX JHUI (TJIaBHBIM
o0pa3oM, MOJIOJIOTO BO3pacTa, OT 7 10 15 JeT) B CBS3M C ayTOMMMYHHBIM OTBETOM
opranm3mMa Ha Al CTpenTOKOKKa W TMEpPEeKPECTHON PEaKTUBHOCTHIO CO CXOXUMHU

ayTOAHTUTEHAMH TOpaKaeMbIX TKaHE! desnoBeka (eHOMEH MOJIEKYISIPHOH MUMUKPUH).
OcCHOBHBIC KPUTEPHUU:

e Kapaur

e Aptpur

e Xopes

e Kounbuesuanas spurema

e PeBMaTHueCcKHe y3€JIKU

14



JlonosiHUTEIBHBIE:

e Jluxopanka

e Aptpanruu

e AOJOMUHAIIBHBIA CUHAPOM

e Cepo3utsl

JAupdepenunanbubiii TUArHO3

HasBanue 00J1e3H1

OTanuuTeIbHbIE NMPpU3HAKH

NH}ekImoHHBIHI
DHIOKAPIUT

[Ipeo6nanaroT 3eneHdIIrne CTPENTOKOKKH, CTAPUIOKOKKU U
rpaMOTPULIATEIbHBIE MUKPOOPTAHU3MBI.

- JINXOPAJOYHBbIM CHUHIPOM HE KYIHUPYETCA IOJHOCTHIO
TOJIbKO Tipy Ha3HaueHuu HIIBIL.

- XapaKTepHbI Mporpeccupyromias ciiabocTb, aHOPEKCHS,
ObICTpast moTepsi Macchl Tela.

- OBICTPO MPOTpecCUpYIONINe NECTPYKTUBHBIE M3MEHEHUS]
CEPIIEYHOIO KJIaTlaHa 151 CUMIITOMBI 3aCTOMHOY|
HEJ0CTaTOYHOCTU KPOBOOOPAIIIEHUSI.

- BETeTaluu Ha KianaHax cepaua npu 9XO-KT'.

- IO3UTUBHAS TEMOKYJIBTYpA.

Hepesmatnueckuii
MUOKApJIAT

NMeeT BUPYCHYIO 3THOJIOTHIO, XapaKTEPU3YETCS aKTUBHBIM
U DMOLMOHAIBHO OKpPAIIEHHBIM XapaKTEPOM KapAuaIbHbIX
&Kano0, OTCYTCTBUEM BaJIbBYJINTA, apTPUTA U BHIPAKEHHBIX
apTpalTui, TUCCOIMAIINCH KIMHUYECKUX U JIA0OPaTOPHBIX

[1apaMeTpoB, MEJJICHHOM JWHAMUKOW IOJ BJIUSHUEM
[IPOTUBOBOCITAJIUTEIILHON TE€PAIIUH.

M nuomatTudeckum
[poJarnc MHUTPaIbHOTO
KJIaIraHa

BonbIUHCTBO  OOJMBHBIX ~ HMMEIOT  ACTCHHYCCKHM  THI
KOHCTUTYIIUHM U ()CHOTUITHYSCKUE MPU3HAKH, YKa3bIBAIOIIIHEC
HAa BPOXKICHHYIO JHCIUIA3UI0 COCIMHUTEIBHOM TKaHU
(BopoHKOOOpa3Has aedopManus TPYTHONW KIETKH, CKOJIMO3
CPYJIHOTO OT/Aeda MO3BOHOYHHMKA,  CHHAPOM
TUTIEPMOOMITBHOCTH CYCTaBOB, paHHee pa3BUTHE
MJIOCKOCTOIHS U JIP.)
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OHokapaut JlumoOana-
Caxca

[I[pu CKB oOnapyxuBaeTcsi B pa3BepHYTOH CTaauH
3a001€BaHUsl M OTHOCHUTCA K KAaTeropud NPHU3HAKOB
BBICOKOW aKTUBHOCTH OO0JIE3HHU.
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2. KAPAUOMUOITATHUHA

Kapanomuonarun (KMII) rpymnma rETEPOrE€HHBIX 3a00sIeBaHU,
XapaKTepU3yIoIasicsl MaToJOrMel MHUOKapa ¢ €ro CTPYKTYpHBIMH W/WIH
(YyHKIMOHAIBHBIMUA HapyLIEHUSIMU, HE OOYCJIOBJIEHHAs MIIEMUYECKON 00JIe3HBIO

ceplla, TUIepTEeH3Uel, KIanaHHbIMU TOPOKAMH U BPOXKJICHHBIMU 3a001€BaHUSIMU.
|. THITIEPTPO®UYECKASA KAPIUOMUOIIATUSA

3aboneBaHre MHOKapaa, XapakTepusytomieecs odaroBod wuiau auddys3Hoi
runeprpodueil  MHOKapjaa JIEBOrO  W/MIM  MPaBOrO  KEIYyJOouKa, yalle
ACHUMMETPHUYHOM, C  BOBJEYEHHEM B  Tuneprpoduueckuii  mporecc
MEXKETYI0YKOBOW TEPETrOpOKH, HOPMAJIBHBIM HIIM YMEHBIIIEHHBIM 00BEMOM
JIEBOTO  JKENyIO0YKa, COMPOBOXKIAOIIECECS HOPMAJIBbHON WM  yBEJIMYEHHON
KOHTPAKTHJIBHOCTHIO MHUOKapJia MPH 3HAYUTEIHHOM CHIDKCHUU JTMACTOJINYECKOM

byHKIIH.

ITHOJIOT'UA

® MyTallii T€HOB, KOJUPYIOIIUX CUHTE3 COKPATUTEIBHBIX OETKOB MHOKap/a
e yBenuMyeHWe wmaccbl Muokapaa JIDK u  TOmmuMHBI €ro CTEHKH IIpU
UHQUIBTPALIMM MHTEPCTUIUSA WM TPU BHYTPUKIECTOUYHOM OTIOKECHUH

IIPOJIYKTOB MeTab0JIU3Ma.
KIMHUYECKAS KAPTUHA
OcHOBHBIE KaI00bl Y JETEH CTapIIero BO3pacra:
® ObICMPAs YMOMAAEMOCTb,

® o0blwKka Tipu (PU3NYECKON HATPy3Ke, a Y 4acTh OOJBHBIX U B MOKOE, IO HOYaM,
KOTOpasi O0OYCIIOBJIEHa BEHO3HBIM 3aCTOEM KpOBH B JIETKHX BCIIEJICTBUE

JUACTOIMYECKON AUCHYHKIMU TUIIEPTPOPUPOBAHHOIO JIEBOTO HKEITYJ0OUKA;

L4 Kapduaﬂeuu, CBA3aHHBIC C HCCOOTBCTCTBHUCM KOPOHAPHOI'0O KPOBOTOKa MaACCC

MuoKapaa. Ha pasBurthe wuiemMun MHOKapAa BIMAKOT HapyLUIEHUsS Ipolecca



paccnabieHusi CepAEYHOM MBIIIIbI, TOBBIIIEHHE BHYTPUMHOKAPIUAIBHOTO

HaIIpSKEHUS ¥ CAABJIEHNE HHTPAMYPAJIbHBIX KOPOHAPHBIX COCY/OB;

® 2011080KPYIHCEHUs. U OOMOPOKU, B YACTU CIIy4acB, CBA3aHbI C PE3KUM CHUKECHHEM
CEpJIEYHOr0 BHIOpPOCA BCJEACTBHE YCYTyOJICHUS MPENATCTBUS U3THAHUIO KPOBH U3
JIEBOTO JKEIyAOouKa. ¥ AeTel 3TO OTMEUaeTCs 4Yalle Npu (PU3NUECKON Harpyske u

OMOIMOHAJIIBHOM CTPECCEC;

e cepoyebuenue, mepedON B PabOTE CEpAllA, CUHKONAJIBHBIE COCTOSHHUS MOTYT

OBITH O6YCJ'IOBJ'ICHBI HAapYUICHUSAMHU pUTMA Cepala

Y nmereir panHero Bo3pacta BeisBiieHHe ['KMII Hepenko cBs3aHo ¢
BO3HUKHOBEHUEM MPHU3HAKOB 3aCTOMHOM CEPACYHOW HEOCTATOYHOCTH, KOTOpAS Y

HUX Pa3BUBAECTCS Yallle, YEM y JIeTel CTapIlero BO3pacTa U B3pOCIIbIX.
JANATHOCTHKA

[Ipu cbope anammesza BbHISBIsAETCA OTATOLIEHHAs HacieacTBeHHocTh: CC3 ¢
runeptpodueit muokapna JIDK wnm nmarnozom I'KMII; BHe3anmHo ymepiue
POJICTBEHHHUKH, OCOOEHHO B MOJOJOM Bo3pacte. llemecoobpa3Ho obOcienoBaHue

POACTBCHHUKOB IIAIUCHTA C LCJIbIO BBIABICHUA CEMEMHBIX ClIy4dacB 3a00JIeBaHUSL.

[Ipy KJIMHUYECKOM OCMOTpE TMpU HeobcmpykmugHou (HOpMe OTKIOHEHUH OT
HOPMBI TIPH OCMOTPE MOKET He OBITb, HO HHOT/Ia ONPENETSAIOT YBEIUYCHHE
MPOAOJDKUTENBHOCTH ~ BepXylleyHoro Tomuka, IV TtoH  cepmua. [lpu
oocmpykmusrot Gopme ['KMII BBISIBIAIOT YCUJICHHBIA MPOIOJKATEIBHBIN
BEPXYIICUHbIA TOJYOK, 3aHMUMAIOLINNA BCIO CUCTONY BIUIOTH 110 II ToHa (mpu3Hak
runepTpo@uu MUOKapa JIEBOTO KEITYJ0YKa), CUCTOIUYECKOE JIPOKAHHUE BIOJIb
JIEBOTO Kpasi TPYIAUHBI, MYJIbCALIMI0 COHHBIX apTEpPU, OBICTPBIA «OTPHIBUCTHIN
MyJbC MPU MaTbNAlMA COHHBIX apTEpHii, 0OYCIOBICHHBIC OBICTPHIM H3THAHHEM
KPOBH B MEPBYIO MOJOBUHY CUCTOJBL. [ pyOBIii BEpeTEHOOOPA3HBIN CHCTOTUICCKUI
IyM, BO3HUKAKONIMKA HE B PAHHIOK CHCTOJIY, KOIJla M3rHAHUE KPOBU MPOUCXOIOUT

0e3 momex, a CIycTsl HEeKOoTopoe BpeMs mocie | Tona. Jlydie BCero mym CIbIieH
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y JIEBOTO Kpasi TPYAMHBI U Ha BEPXYIIKE, IJI€ U3-3a2 COMYTCTBYIOIIEH MUTPAIbHOMN
HEJIOCTATOYHOCTH OH CTAHOBUTCS AYIOIIAM U MAHCUCTOJINYECKUM. THTEHCUBHOCTD

[IyMa HapacTaeT B MOJIOKEHUU CHUJISI, CTOS, HA BBIJOXE.
I'enernueckas (JHK nuarnocruka)
® (T€HOTHII MOJOKUTEIbHBIN / OJIOKUTEIBHBIN (HEHOTUID

® (TEHOTHII MOJOXKUTEIbHBIN / OTPULIATENbHBIN (PEHOTHUID - MALUEHT MOXKET UMETh
reHotun 6e3 ¢popmMupoBaHusi GEHOTHUNA, UM MOKET ObITh BOBJIEUEHA JIMIb YaCTh
muokapaa JDK w© manweHTsl HMMET HOpMaidbHyl0 Maccy Muokapaa JDK
(cyoxnmunuueckas ['KMII). B ganHoM ciydae AMarHo3 MpaBOMOYHO BBICTABIISITH
IIpY HAJIUYUU JIONOJHUTENBHBIX KPUTEPUEB: OTATOLICHHBIA CEMEUHBIA aHAMHE3,

N3MCHCHMH Ha SKF, HaJIM4YHeC TaXHapHMHﬁ, HaJIn49uA KapaAuOCUMIITOMOB.

DJIeKTpoKapauorpaus: BOJbTAKHBIE MPU3HAKK TUIEPTpodUM MHUOKapHa
JIEBOTO KEIIYJO0YKa M JIEBOTO IMPEICEepaus, HAPYIIEHUS Mpoliecca PEnosipu3aluu
KEIyA0UKOB, M3MeHeHus: komiuiekca ST-T, u3amMeHeHnus amrmautynabl 3yoma T,
naTojiornyeckue 3yOubl Q; HapylleHHs pUTMa U MPOBOAMMOCTU ((HUOPHILIALIUS
npencepanii, KemyI0uKOBbIE HAPYIICHUS pUTMa, OJIOKaasl HOXEK myuka ['uca);
CUHAPOM TPEBO30YKICHUS KEIYyJA0YKOB B BUJE YKOpodeHUs uHTepBana PQ wmim

¢enomena Bonbda-IlapkuHcona- Yaiita

CyrouHoe monutopupoBanve JKI': BBIABISIOTCS HApYUIEHUS PUTMA U PUCK-
MPEAUKTOPOB  JKEIYJAOUYKOBBIX  JKM3HEYTPOKAIOIIUX  apUTMHM;  CHIDKEHHAas
BapuaOebHOCTh CEPJIEYHOTO puUTMa, M3MeHeHus cermentra ST-T, mucmepcus u

yanuHeHue narepsana QT;

Ixokapanorpapust (Ixo-KI'): sBisercs nambonee MHGOOPMATHBHBIM METOIOM

AUAarHOCTHUKHM.
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MarHuTHoO-pe30HaHCHAsE ToMorpagusi 1aeT BO3MOXKHOCTh HamOoJee TOYHO
OLICHUTh MOP(OJOTrHYEeCKHEe U3MEHEHHUs, OLEHUTh pPACHPOCTPAHEHHOCTh M

BBIPAKEHHOCTh THIEPTPOPHUN MUOKap/Ia.

IHo3urponno-3muccuonnass tomorpadus (IIT) no3BosieT BBIIBUTh U OLICHUTH

CTENIeHU HapyIICHUs] pETHOHAPHOM NepPy3uu U MeTaboIM3Ma MUOKAp/a.

Karerepusaumusa cepaua u aHruokapauorpagus B HACTOSILIEE BpeEMs
OPOBOJATCS B CIy4asX COIYTCTBYIOLIEH MAaTOJIOTMH CEPALA, B YACTHOCTH,
BPO’KJICHHBIX TIOPOKOB CEPALA, a TAKKE MPU PEIIEHUU BOIPOCA O XUPYPrUYECKOM

JIeYeHUH 3a00JIeBaHUS.
JAuddepenunanbubiil TUATHO3

[Ipexxne Bcero, MCKIOYAIOT MPUOOPETEHHBIE U BPOXKICHHBIE TMOPOKHU Cep/ua
(CTEHO3 YCThs A0PThI), ICCEHIIMANBHYIO apTepUaIbHYI0 TUIEPTEH3UIO, CIIOPTUBHOE

ceplle, HEKOMITAaKTHBIH MUOKap/I.
II. TMJIATAIIMOHHASA KAPJIUOMMUOIIATHUSA

3aboneBanne, XapakTtepusyromeecs aunatanuenr JDK ¢ ero cucromnueckoi
nuc(yHKIMEeH TPU OTCYTCTBHHM TeéMOJWHAMHUYECKOW TEPerpy3Ku (apTepuaibHOU
TUMEPTEH3UH, KIAMAHHOW TMAaTOJIOTHMHM) WM MIIEeMHYecKoi OOoJIe3HH cepla,
KOTOphIE MOTJM OBl BBI3BaTh TaKO€ HAPYIICHHE TJIOOAIBHON CHUCTOIMYECKOM
¢ynkiun JOK. [Iunatamus npaBoro skenymnouka (IDK) u ero aucdyHkims mMoryt

IMpUCYTCTBOBATB, OJJHAKO 3TO HC 00513aTeILHO I Auar”"o3a.

JAKMII y perent sABnsercss camMoMl pacHpOCTPAHEHHOM KapAMOMHUOIIATHEN,
BCTpEYaeTCsl BO BCEX CTpaHax MUpa W B JOOOM Bo3pacTe. YacToTa BBISBICHUS
JAKMII y nereit cocraBisier 0,57 caydaeB Ha 100000 B rox, uro B 10 pa3 Huxe,
9YeM y B3pOCIBIX, OTMEUAETCsl Mpeodaanne OOJBHBIX MYXKCKOTO T0JIa, 4acToTa

KOTOPBIX KoJebneTcst oT 62 10 88%.
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KIIMHNYECKASA KAPTUHA

BapuabenbHa u omnpenensiercss riaaBHbIM 00pa3zom crtagueir HK u @K CH. Ha
paHHUX dTanax 3a00JeBaHUE MPOTEKAET MaJlo- WK OECCUMIITOMHO, CYyObEKTUBHBIC
MPOSIBJICHUST ~ HEPEIKO  OTCYTCTBYIOT, JIETM HE  TPEABSIBISIOT  Kajoo.
Kapnnomeranuio, wusmenHenus Ha OKI' wyacTo BBISBISIOT Cchoy4ailHO TIpuU
NpoPUIAKTUUECKUX OCMOTpax WK MpHU OO0palleHruy K Bpady 1Mo JIPyroMy MOBOY.

OT0 00BACHSAET NO3HEE BHISIBICHUE NATOJIOTUH.

IlepBble kiman4eckue npossieHus JJKMII y nereil Bkiro4aror:

® OJIBIIIIKY, BHaYase npu Gu3ndeckoil Harpy3ke (KOpMIIEHHUH), Kallleb;

® TIOBBILIEHHYIO OTIUBOCTh, OECIIOKOMCTBO, OTKA3 OT I'PYIHOT0 KOPMIICHHUS;

e 00JIM B )KMBOTE, TOIIHOTY, PBOTY, JUCTIENTUYECKUE SIBJICHUS;

® CUHKOIAJIbHBIE COCTOSIHUS, TOJIOBOKPYKCHUS,

® OBICTPYIO YTOMJIIEMOCTb, CHU)KEHHE TOJIEPAHTHOCTH K (PU3NUECKUM Harpy3Kam.
JAnddepeHunajbHbIA THATHO3

C BpOXJAEHHBIMU NIOPOKAMU CEPJLIA, XPOHUUECKUM MUOKAPJIUTOM, aPUTMOT€HHOM
nuc(yHKIMe MHOKapaa, AapUTMOTCHHOW JHUCIUIA3UEeH TIPaBOTO  KETyJI0YKa,
PEBMOKApAUTOM,  DKCCYJAATUBHBIM  TEPUKAPAUTOM M CHeIUPUISCKUMU

KapIHOMHOIIATUIMU.
III. PECTPUKTUBHASA KAPINOMMUNOIIATHUSA

Penkoe 3a0oneBaHMe MHUOKapJa, KOTOPOE XapaKTEPU3YyeTCs HapylIEHHUEM
JIMACTONIMYECKON (DYHKIIMM M TOBBIIIEHUEM JABJICHUS HAIMOJHEHUS KEIYJOUYKOB
MpU HOPMAJIbHOM WIJIM MAJIOU3MEHEHHOW CHUCTOJIMYECKOW (QYyHKIMH MHUOKap/a,

OTCYTCTBUM  €ro 3HauuMol rumeptpoduu. SBIEHUS  HEIOCTATOYHOCTH
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KpOBOOOpAIlleHUs] Y TaKuX OOJBHBIX HE COMPOBOXKIAIOTCS YBEJIMYEHUEM 00bema

JICBOI'O KCJIyaO4Ka.

bonesnp MoOXxeT OBITh HAUMONMATHYECKOW (NMEPBUYHOW) WM BTOPUYHOM,
00yCIOBICHHON MH(MUIBTPATUBHBIMU CUCTEMHBIMHU 3a00JICBaHUSIMU (aMUJIOHUIO3,
reMoXpoMaTo3, CapKoua03, onmyxoseBas uHGunpTpaus u nap.). [Ipeanonaraercs
reHeTHYecKasi JeTePMUHUPOBAHHOCTh OOJIE3HU, OJJHAKO XapaKTep W JIOKaJIU3aLHs
reHeTHYeCKoro nedexra, JeKalero B OCHOBE (UOPOIIACTHYECKOro Mpolecca,
noka He BbIsiICHEHbl. CrHopaguyeckue Cciaydyau MOTyT OBITb CJEJICTBUEM
ayTOMMMYHHBIX MPOLIECCOB, CIPOBOLMPOBAHHBIX NEPEHECEHHBIMU
OaKTepHabHBIMU (CTPENTOKOKKOBBIMU) U BUPYCHBIMU (3HTepoBUpYCchl Kokcaku B

Wik A) WM apa3suTapHbIMU (uisipro3) 3a0071eBaHUSIMU.
KIMHUYECKAS KAPTUHA

Omnpenensiercsa Tsokectbio XCH, anmuTenbHOe Bpemsi MPOTEKAET CYyOKIMHUYECKH.

XapaxmepHvle dcanobwl

® CJ1a00CTh;

® [IOBBIIICHHAS! YTOMIISIEMOCTB;

® OJIBIIITIKA TIPH HE3HAUYNTEIbHON (DU3UUECKOM HArpy3Ke;
e Kailesb (4aCTO YCUJIMBAIOIIUKCS B MOJIOKEHHUH JIEKA);
® OTEKU;

® YBEJIMYECHUE KUBOTA;

® OTCTaBaHUE B (PU3UUECKOM PA3BUTHUHU.

Knuanyeckue — mposiBneHus — OonesHn  oOycnoBieHsl  pasButueM — HK

MPEUMYIIECTBEHHO IO MTPABOKEIYI0YKOBOMY THUITY.

IIpn ocmoTpe
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o LII/IaHOTI/I‘IHBII\/’I PYMAHCII,

L4 Ha6YXaHI/I€ H IIyJbCalusd IICHMHBIX BCH, Oonee BBIPAKCHHOC B T'OPHU30HTAJIbHOM

MIOJIOKCHHH;
® TyJIbC CJ1a00TO HAMOJHEHNUS,
® CHCTOJINYECKOE apTepUATbHOE IaBIICHUE CHIDKEHO;

L4 BCpX}’HJG‘IHBIﬁ TOJYOK JIOKAaJIM30BaAH, BCPXHAA I'paHUIlda CMCIICHA BBCPX 3a CHCT

aTpUOMETalINH;

® YaCTO BBICIYIIUBACTCA PHUTM Tajiolla, B 3HAUYUTEJIbHON YacTH ClIy4dacB -
HEUHTCHCUBHBIM CHUCTOJIMUYCCKUM mym MHTpaHBHOﬁ nIn TpI/IKyCHI/I}IaJII)HOﬁ

HEOOCTAaTOYHOCTH,
¢ I'ClIaTOMCTAJINA 3HAYHUTCIIbBHO BbIPpA’KCHA, IICYCHDb IIJIOTHAA, Kpaﬁ OCTpLIﬁ;
® HCPCAKO OTMCHAIOTCA l'ICpI/I(i)CpI/I"IeCKI/IG OTCKH, aCIIUT,

¢ IIpu BBIp&)K@HHOﬁ HCOOCTATOYHOCTH KpOBOO6paH_ICHI/IH IIpu ayCKyJIbTalluH
BBICIIYIIUBAKOTCA MCJIKOITY3bIPYATBIC XPHUIIbI HAAd HWXHHMH OTACIaMHA oboux

JICTKUX.

Jlnarso3 cTaBAT Ha OCHOBAHWHM CEMEWHOI0 aHaMHe3a, KIMHUYECKOW KapTHHBI,
pe3yiabTaToB  ¢Qu3mueckoro  obciaemoBaHus, — gaHHBIX  OKIT, Ox0KT,
peHTreHorpauu OpraHoB TPYIHON KJIETKH, KOMITBIOTEPHOW TOMOTrpaduu WU
MarHUTHO-PE30HAHCHOW ToMorpaduu, a TakKe KaTeTepu3aluu cepana |
SHAOMHOKApAUANbHONW Ouorcun. JlaHHbIe Ta0OpPATOPHBIX WCCICIOBAHUN HE
nHpopMmatuBHbI. [lomo3peBaTh PECTPUKTUBHOE MOpPaXECHUE MHOKapAa CICAYeT Y
OOJIHBIX C XPOHUUYECKOHW CEPJACYHON HETOCTATOYHOCTBIO, Y KOTOPBIX OTCYTCTBYIOT
JTUaTais U pe3KO BBIPAKCHHBIC HAPYIICHHS COKPATHTEIBPHOW (DYHKITUH JICBOTO

KEITy0UKa.
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JAudpepeHunaNbHBIN JHATHO3

PKMII nuddepeHunpytoT B NepByr0 04epeib ¢ KOHCTPUKTUBHBIM MEPUKAPIUTOM.
JI71s1 3TOro OLIEHUBAIOT COCTOSIHUE JIMCTKOB IIEpUKapAa, UCKIOYAIOT UX KaJIbLIMHO3
¢ nomombto KT. IlpoBoxasr Takxke auddepeHunanbHyl0 IUarHOCTUKY MEXKIY
PKMII, BbI3BaHHBIMM pa3HbIMU MpUYUHAMU (TpU OONE3HSAX HAKOIUICHHUS —

reMOXpOMaTo3e, aMUJIOU103€, CAPKOU 03¢, MIMKOIeHO3aX, JIUIHI03aX).
IV. APUTMOI'EHHASA KAPANOMMUOITATHUSA ITPABOI'O KEJIYJI0OYKA

3a0oeBaHUE  MBIIILBI  CEPALA, XapaKTEpPU3YIOIIEeCs MPOTrPECCUPYIOIUM
3amemenneM wMuoruToB IDK  sxupoBoit wunmum  GuOpo3HO-KMPOBOIM  TKAHBIO,
OPUBOJAIIMM K aTpoduM M MCTOHUEHUIO CTEHKU >KEIy/I0YKa, €ro JujaTalu,
COIIPOBOXKIAIOIIEECS KETYAOUYKOBBIMU HAPYLICHUSIMUA PUTMA PA3JIMYHOU CTEIIECHU

TSDKECTH, BKITIOUast GUOPHILIAIINIO KETY0UKOB.
KIMHHNYECKAS KAPTUHA

JlnutensHOe Bpemsi 3a0oJjieBaHME TpoTeKaeT OeccuMnToMHO. B 3TOT mepuon
opraHudeckoe TMoBpexjaeHue, Jexamee B ocHoBe AJIIDK, wMenneHHo
IIPOrPECCUPYET. Knunuuecxue NpU3HaKU AJIDK (cepnuebueHue,
napokcu3MajabHash TaxXWKap/us, TOJOBOKPYXEHHE WIU OOMOPOKH) OOBIYHO
NOSIBJISIIOTCS B MOJPOCTKOBOM  WJIM  IOHOIIECKOM  Bo3pacte. Benymmmu
KIIMHAYECKUMH TPOSBICHUSAMH TIPH  OTOM  SIBIAIOTCS KU3HEYTPOKAIOUIUe
APUTMHU: JKETyI0YKOBas HKCTPACUCTONUS WM TaxuKapaus (OOBIYHO HMEET
rpadguky OJokaabpl JEBOM HOXKKMA TMydyka [wuca), »3mu30abl (GUOPHILIAINAN
KEIYJAOUKOB, pEXE — CYNPaBEHTPHUKYJSIpHbIE (TPEJCEpAHbIE TaXUapUTMUH,
MepIlaHue WM Tperneranue mnpezacepauid). [lepBeiM TposiBIeHHeM 3a00JIeBaHUS
MOXXET CIIYKUTh BHE3aITHAs OCTaHOBKAa KPOBOOOpAIICHMS, KOTOpas HACTYMAeT BO

BpeMsl GU3NUYECKUX HArpy30K WJIW HANpPS)KEHHOW COPTUBHON aKTUBHOCTH.
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JTUATHOCTHUKA

ManoundopmMaTuBHa BBHJY pPa3HbIX NPHUYMH pA3BUTUS JAHHOTO COCTOSIHUS.
Touynas wuneHTHU@UKaLKg BO3MOXHA TOJBKO MPU JJIMTEIBHOM HAOIIOACHUH.
WNnorpa 3aboneBaHue MOXKET ObITh 3al0I03PEHO NPU OTCYTCTBUHU YBEIHMYECHMS

pa3MepoB ceplilla Ha PSHTTCeHOTrpaMMe.

MPT cuutaercss Haubojee NEPCIEKTUBHBIM BU3YAJU3UPYIONIMM METOJIOM
muarnoctukn AKIDK, no3BossiomuM oOHAapyXMBaTh CTPYKTYpHBbIE HapylIeHUS,
Takue Kak (POKaJbHOE MCTOHYEHUE CTEHKU M JIOKaJbHbIE aHEBpPU3MBbI. LleHHYIO
UHPOpMAILIMIO JAaeT PEHTICeHOKOHTpacTHas BeHTpukynorpadus. Ilpu sTom
xapaktepHa aunatauua IDK B coueTtaHnM ¢ CerMEHTApHBIMU HAPYLIEHUSMH €r0
COKpAILIEHHUS, BBIIIYUBAHUSIMHU KOHTYpa B 00JACTSX IUCIUIA3UU U yBEJIMYECHUEM

TpaOeKyISIPHOCTH.
AnddepeHunabHass TUATHOCTHKA

[TIpoBogutcs ¢ IKMII ¢ nmpenmyiecTBEHHBIM MTOPaKEHUEM MPABOTO KETYyA0UKA.
Cuuraerca, uro npu JKMII ¢ TUpenMyIIECTBEHHBIM MOPAXXEHUEM MPABOTO
KENyZ0ouKa TPeodsIalaloT CUMIITOMBI TTPABOKETYI0YKOBOM HEJOCTATOYHOCTH, a
IPU ApUMMO2EHHOU OUCNAA3UU NPABO2O HCEeIYOOUKA — KENMyI0YKOBbIE apUTMUHU.
[Ipeanonaraercs, 4TO SHAOMUOKapAuaIbHas ouoricus MO3BOJIUT
muddepentmporats JIKMIT u AJIDK. Ilpu rucTONIOrMYecKOM HCCleI0BaHUN
OWONTAaTOB W ayTOTCHI BBISBISIOT CIEAYIONINE W3MEHEHHs, XapaKTepHBIC IS
APUTMOTEHHOW JIUCIJIA3UM TPABOTO KEIYJ0UYKa: KUPOBYIO HH(PUIBTPALIUIO
(3amemeHue) MwHOKapaa, arpoPuUecKkue WM  HEKPOTUYECKHE HN3MEHEHHUS
KapJAUOMUOLIUTOB, VHTEPCTULIHAIBHBIN ¢bubpo3, VHTEPCTULIHATbHBIE

WHOUIBTPATH U3 MOHOHYKJIEAPOB.
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V. CHHAPOM HEKOMIIAKTHOTO MHWOKAPJA JIEBOI'O
"KEJIYIOUYKA

HMJDK - omuH u3 penkux BUIAOB KapAMOMHONATHM, BPOXKIAEHHOE IMOPaXKEHUE
MMOKapa, SBIAIOLICECS CIEACTBUEM HApyLICHUs €ro pasBUTUA Ha JTalle
AMOpHUOTeHe3a U XapaKTepU3yIOIIeecs: MOBBIIIEHUEM TPAOEKYISIPHOCTH MHOKAp/a,
KaK MpaBUJIO, JEBOrO >KEIyJ0YKa M HaJIMYHUEeM TIIYOOKHX MEXTpaOeKyIsIpHbIX

IMPOCTPAHCTB (HaKYH), COO6HlaI-OIJ_[I/IXC$I C ITOJIOCTBIO KCIIYyTOYKaA.

N3BecTHO nBa TUmMa HACIEAOBAHUSA: ayTOCOMHO-PEIIECCUBHBIM U CILEIUICHHBIH C
1mojioMm, cocrtaBisiromuid 44% wnaomoaennii. HMJDK sBnsieTcss KIMHHUYECKH U
TEHETUYECKH TeTEPOTeHHBIM, OOYCIIOBJIEH HApYIICHUEM pa3BUTHUS MHOKapjaa B
npoiiecce dMOPUOHATILHOTO Pa3BUTUSA. (JCHOBHOU NPU3HAK 9020 3A001e8AHUL —
rIyOoKHe TpaOeKysiabl B MHOKap/Ae JIEBOTO JKEIyJAouKa M MEXIKEIyI0UYKOBOM
MEPETOPOJIKE, UYTO BIICUET 3a COOOM CHMIKEHHE CUCTOJNYECKOW (DYHKIIUU JIEBOTO
XKenyaoduka. B dacTu ciydaeB B MAaTOJOTMUECKUN TPOIECC MOXKET BOBJIEKATHCS
MHUOKap/I TIPABOTO Kelyaouka. MoXKeT coueTaTbes ¢ MpU3HAKaMU JUIaTaldOHHOM

KapaAnuOMHUOIIaTHH, UJIIN BPOKICHHBIMU IIOPpOKaMHU cepana.

JAunddepenunanbHasi IMATHOCTHKA KAPAUOMHONIATUI 1 3a00J1eBaHuil cepaua

Ho3osnoruveckue Kinnuyeckue nposiBjieHust NucTpymMeHTaILHAS

dopmbi XapaKTepuCTHKA

Bpoxnennsiit kapaut | [IpusHaku JIEBOXKEIIYI0UKOBOM | PenTrenorpamMmma OpraHoB
HEJOCTATOYHOCTH: TPYJHOM KJIETKHU:

¢ OJbllIKa, YyCHJIMBAKOIAACsAs IIO | ® JIETOYHBIHN PUCYHOK qame
MEpe IMporpecCupoBaHuA HOpMaHBHBIﬁ NN HEC3HAYUTCIIbHO
Ipormnecca, B AbIXaHUC | YCUJICH 110 BCHO3HOMY pYCIY,
BOBJICKACTCA BCTIOMOTr'aTClibHasd | BIUIOTh OO AJIBBCOJIAPHOI'O OTCKa
MYCKYJ1aTypa, JICTKHX, O6y0J'IOBJ'IeHHOFO

neBoxenynoukoBoit CH
. 4acTo BBICITYIIIUBAOTCS

paSHOKaJ'II/I6epHLIC BJIAaXXHBIE H | ® cepane mapOBHZ[HOﬁ niIn
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CYXHC CBUCTAIIUC XPHUIIbL

* MaJHWHOBBIN OHUaHO3 CIU3UCTBIX

000JI04€K, KOHYNKOB IaJIbIEB.

* BEpXYILEYHBIA TOJYOK OCJIa0JIeH
unn He omnpenensiercsa. CrerneHb
KapOuOMETaJIMd  Ba-  pPBUPYET,
MaKCUMAJIBHO OHaA BBIPAXEHA Y

JIeTel paHHETO BO3pacTa.

* TOHBI cepAlla MPUTIYIIeHbI, 2
TOH HaJ JIETOYHOM apTepueu
YCWJIEH 3a CYeT MacCUBHOM

JIETOYHOM TMIIEPTEH3UHU

* pUTM rayiona, oco0eHHo Ha GoHe
OCTPOl MMOT€HHOW JuiaTaluu

cepana.

. CHUCTOJIMYECKU I ym

HEeXapaKTepeH.

* TaxW- WM Opamuaput™us (3a
cyer aTPUOBEHTPUKYIIIPHOI
OJIOKaabl, CHHApPOMA CJIA0OCTH

CHUHYCOBOTO Y3J]1a),
*3KTOMUYECKHE TAXUKAPUTMUU

¢ OKCTPACUCTOJINA.

oBouaHOM popmer. KT :

-IIpy paHHeM aHTEHaATaJIbHOM

KapJuTe

* BBICOKHM BOJBTaXX KOMILJICKCOB

QRS

. puruaHas CHUHYyCOBast

TaxXuKapansa

* nmpusHaku runeprpopuu JDK u
WUIIEMUAYECKHE U3MEHEHUS

koMmruiekca ST-T.

-IIpy mo3mHEM aHTEHATAIBHOM M
noctHaTainbHOM Kapaurax OKI
W3MEHEHUs HaxXOJATCA B IPSAMOM
3aBUCUMOCTH  OT  aKTHBHOCTH

3a001eBaHNsA

* CHIDKCHHE aMIUMTYabl 3yoma T
u BosbTaka Komiuiekca QRS B I,

11, aVF, V1-2 u V5-6 orBeneHUsIX
OXOKT":

* pacuIMpeHue MoJoCcTel cepaua u
CHU)KCHHE COKpPaTUTEIbHON
CIIOCOOHOCTH MHOKapja JIE€BOTO
KeNTylodKa CHIKeHue (pakuuu

CEepJICYHOTO BhIOpOCa.

Pesmokapaut

Jlisi BO3BPaTHOTO pPEBMOKapAWTa
(Ha  QoHe  cPOpPMHPOBAHHBIX
MUTPAJIBHOTO M A0PTaJbHOTO
MOPOKOB  CepJilla)  XapaKTepeH

pCBMaTI/I‘-ICCKI/Iﬁ aHaMHC3,
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SKCTPAKapIUAJIbHBIX MPOSBICHUI

peBMaTu3Ma, MOBBIIEHUS
TeMIepaTypbl Tena u
TyMOpPaJIbHOM AKTUBHOCTH,

CTOMKOrOo M 00Jiee WHTCHCHBHOTO
IIyMa pEBMATUYECKUX IIOPOKOB.
Teuenune xapakrepusyercs 0e3
IIPU3HAKOB 3aCTOMHOM CEpIeYHOMN
HEJI0OCTATOYHOCTH " UMeeT
MOJIOKUTCIIbHYIO JTUHAMHUKY Ha
dbone Teparuu. Teuenue
KapaJuOMHOIIaTUH IMPOABJIACTCA
BBIPAXKCHHBIMU IMpHU3HAKaMU
CepACYHOMN HEJIOCTATOYHOCTH,
HEPEJIKO pedpakrepHOi K

MIPOBOJMMOMY JICUEHHUIO.

DKCCyIaTUBHBIN

MepUKapIUT

XapakTepHbl KapJUOMeranus |
BBIPOKEHHBIM 3aCTOM  KpPOBH B
00JIBIIIOM Kpyre
KPOBOOOpAIIeHHs], 3aTpyAHSAETCS
OTTOK U3 BEH OO0JBIIOr0 Kpyra
KpoBooOpamienus.  Hapymenue
OTTOKAa U3 JIETOYHBIX BEH, Kak
IPaBUJIO, HACTYMAeT MO3XKE U He
JOCTUTAET 3HAYUTEIBHOM

BBIPA’>XCHHOCTH.

Ha OKT', xpome xapakTepHOH ist
KOHCTPUKTHBHOTO  TEpUKApIUTA
TpUazabl WU3MEHEHUU (BBICOKUU
3y0ery P, HU3KBOJIBTHBIN
komiiekc QRS, orpunarenbHbIi
3y0ery T), HaOJIFOMAr0TCA
u3MeHeHuss (GOpMBI  KOMIUIEKCa
QRS: paciierieHue,
pacuIupeHue, o0OpaszoBaHHe

3a3yOpuH, yriayOnenue 3ybma Q,

KOTOpbIE€  CBHUJETEIILCTBYIOT O
riyOuHe BOBJICUECHUN B
NaTOJIOTUYECKUI nporece

MHOKapja. YBelu4eHHbI! 3yoer P

pe3I<0 KOHTpaCTI/IpyeT C
HU3KOBOJIBTHBIM KOMIIJICKCOM
QRS.
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Ha Ox0KTI" XapaKTEPHO

CKOIINICHHUE XUJAKOCTH B IIOJIOCTH

nepuKapaa npu OTCYTCTBHH
nuIiaTanuu KEIyI0YKOB u
HEN3MEHEHHOU 170:¢

COKpaTUTEIHHOM CIIOCOOHOCTH.

[Iporpeccupyromas
MBIIIICYHAA

muctpodus JlromenHa

OOBIYHO TIOpaKEHUE CEepACUHOU
MBIIIIIIBI BIIEPBBIE
JMarHoCTHpyeTcs Mexay 6 u 7
HU3Kas

rogamMu.  XapakTEpHbI

¢buznueckas AKTHUBHOCTB, c
OBICTPOI yTpaToOi CHOCOOHOCTH K
camocrosiTenbHOl  xoapbe.  C

BO3paCTOM 4YacCcTOTa BBIABIICHHA

Kap)II/Ia.]'IBHBIX CUMIITOMOB
Bo3pacTtaer, Hawmbosee dYacTbie
HapYIICHHS: TaxuKapIus,
ApPUTMHH u cepaeyHast
HETOCTATOYHOCTb. Ocobenno

BbIPA’XCHbI JaHHBIC CHUMIITOMbI B

KOHCYHBIX CTaJHuAX 3a0071eBaHuUs.

Ha DOKI'- ray6oxkuii 3ybenr Q B
otBeacumax II-1II, aVF u V-6, a

Takke BBICOKMM 3ybenr R B
oTBezeHnu V-1.
OXOKI' mnpuszHakv JIATEHTHOMU

CEepACYHON HEIOCTATOYHOCTH:

° YBCIIMYCHUC KOHEYHOTI'O

JHUACTOJINYCCKOTO AnaMeTpa

JIEBOTO KEIYyJI0UKa 3a 3 MecsIIa;

* yBEJIMYEHHE MAacChl cepaua 3a
TPEXMECAYHbBIN (505 (Vi

HaOJIIOICHMS

* CHWKeHHe ¢pakuu BeIOpOca
JEBOTO JKEIyJo4Ka 3a TOT JKe

MepHOI;

¢ HaJIN4uc AUMCKHHEC3HMM CTCHOK

JICBOI'O KCIIYyJOYKa,

¢ OTHOHICHHMEC PpaCCTOAHHA OT

BBICIIIEH TOYKH PACKPBITHA

CTBOPKHM MHUTPAJIBHOTO KJIallaHa

o MEXKEITY0YKOBOU
IEPETOPOAKH K KOHEYHOMY
JUACTOJIMYECKOMY JuaMeTpy

JIEBOTO XKeTyaouka 6osee 16;
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. YBEJINYEHHE OTHOILICHUS
BPEMEHU TMpEAU3rHaHUsl JIEBOTO
JKETyJ0uKa K TMEPUOJly M3THAHUS
JIEBOTO KeJlyn04Ka 3a

TPEXMECSYHBIN ITEPUOI.

Koapkranus aoptsl

HepBI)Ie IIPHU3HAKH TOABJIAKOTCA B

paHHEeM Bo3pacrte:  OJIEAHOCTb,
pe3Kasi oJbIlKa, 3aCTOM B JIETKHX,
rpyObiil cuctonnyeckuii mym. C
YacCThIM (dhopMupoBaHUEM
¢ubponnacrosa. XapaKkTepHbI:
BBICOKH ITyJIbC HA pyKax, HU3KUI
3amMeTHO

Ha HOTrax. JIyqmee

pPasBUTUC BerHeI\/’I IIOJIOBHHBI

TeJla, 0 CPABHEHUIO C HUKHEH.

PentrenorpamMmma OpraHoBs

TPYAHOM  KJIETKH: OTCYTCTBHE

JyT'H a0pThl, Y3Ypbl Ha pedpax.

Ha 3OKT'- mpusnaku neperpysku u

TUNEPTPO(UHU JIEBOTO JKEITYJOUKA.

CteHo3 yCThs a0pThI

* OJBIIIKA
* CHHKOTIQJIbHBIC TTPUCTYIIBI

* nmuckoMdopTt u 6o B 00IacTH

cepaua.

Teuenue 3a00J1€BaHUs
XapaKkTepU3yeTcs JUTATSIIEHBIM
JATEHTHBIM  TIEPUOAOM,  KOTJa
HapacTaer o0CTpyKIIUS "
runepTpodust JOK. Jlaxe
TSKENBIA ~ aOpTallbHBIM  CTEHO3
MOXKET 0CTaBaTbCS
OCCCUMNTOMHEIM B TCUCHHE

MHOTHUX JICT. HpI/I MOABJICHUHA
CUMIITOMOB JICTAJIbBHOCTb U PHUCK
OCIIOKHEHUM CYIIECTBCHHO

YBCINYHUBAIOTCA, pu

Penrtrenonornuecku

* runeptpodus JDK 6e3 ero

pacIIMpEeHHS
Ha OKT™:

[Tpu HE3HAYUTEIIbHO
BbIpakeHHOM nopoke DKI' moxer
OCTaBaThCs B Ipenenaax HOPMbL. Y
OOJBHBIX c BBIPAYKEHHBIM

CTCHO30M

* yBEJIMYEHHUE aMIUIUTYIbl 3yOra

R B V5,6 u3ybna S s V1,2;

* cmemeHne uarepsasia ST BHU3 B

otBeaeHmsx I, avL, V4,5;

¢ TIOABJICHHUEC CIrJIAXXKCHHOCTH HWJIH

nByxdasnbix  3yomos T B
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CTCHOKapauu, OOMOpoKax M

CEepACYHON HEJOCTATOYHOCTH

otBenenusx I, avlL, V4,5.

Y OOJBHBIX C JUTATENHHO
CYIIECTBYIOIIUM MTOPOKOM
HaOJIrOmaercs [IOCTEIIEHHOE

dopmupoBanune Ha DKI' kapTUHBI
MOJIHOM OJIOKajbl JIEBOM HOXKKHU
nydka ['mca. IIporHocruuecku
HEOJIArOMPUSATHBIM  MPU3HAKOM

clenayer CUYUTATh r1yOOKHe

OTpHLIATEIIbHBIC 3yO1bI T,
couerarouiecs ¢ - Jenpeccuen
cermeHTa S—T B JIEBBIX TI'PYIHBIX

otBeneHuax. D XOKT:

VBennuenune JDK nyume Bcero
omnpenensieTcss B JIEBOW KOCOH
npoekiuu. C  paszsutuem CH
MPOUCXOJUT  IMPOrpeccUupyloliee
pacuiupenne JDK a 3atem wu

JIEBOT'O Baxxurnim

npeacepaus.
PEHTICHOJIOTUYECKUM TPU3HAKOM
SIBJIIETCS IIOCTCTEHOTHUYECKOE
paclIMpeHre HavYaJbHOW YacTh
aOpThl, a TaKXKE YBEIMYCHHE
aMIUTMTY/bl MYJIbCAalldd B MECTe

€€ pacUINpeHus.

HexoMmakTHBIN

MHOKapJ

XapakTepHo TIOBBIIIICHHUE
TpaOeKyIIpHOCTH MHOKapja, Kak
MPaBUIIO, JIEBOTO IKEIyIoYKa U
HAJTUYUEM rIIyOOKUX
MEXTPAOCKYIISPHBIX MPOCTPAHCTB
(nmakyn), COOOIIAOIUXCS c

TOJIOCTBIO KEJIYJOYKaA.

OXOKI'- mpu3Haku 3aBUCAT OT

THUIIA

- A JGKYHapHo20 — TUIA

HCKOMIIAKTHOI'O MHUOKapaa
XapaKTCPHO peMOACTIUPOBAHNC
cepana Mo TUIry JunaTalioOHHOMN

KapaAnoOMHUOIIaTUH C

31




MPEUMYIIECTBEHHBIM

HapyleHUEeM CUCTOJINYECKOU

byHKIAH
xemynouka (100%)

IMMOPaKCHHOT'O

- Ui eybuamoeo TUTA
XapaKTepHO H3MEHEHHE IO THUILY
pectpuktuBHO  (57%)  wim
runeprpoduueckoit
KapMOMHUOTIaTUI (43%), c
IPEUMYIIECTBEHHBIM

HapyleHneM JUACTOJIMYECKON

byHKIIUN

- JUTSI CMEUAHHO20 -
pPEMOJICITHPOBAHKE CEPJIlla MOXKET
OBITh KaK 110 TUITY PECTPUKTUBHOMN
(20%) Tak W WO  THUMIY
UJIaTalMOHHOMN (80%)

KapIMOMUOTIATHIA

®dubposnacros

9HJOMHOKap/Ia

Bo3HUKaIOT TsDKENble HapyIICHHUSI
reMoJIMHaMUKU. B OosbmiHCTBE
ciydaeB  (uOpO3IaCTO3  HMMEET
MOJIHUCHOCHOE,  WJIM  OCTpOE
TedyeHUe. BHe3amHO BO3HUKAIOT
oOmmidi  1MaHO3 ©  OJIBIIIKA,
TaXUKapIusi WK Opaaukapius.
[Ipu coueranuu ¢Gudpo’IacTosa c

BPOXACHHBIM IIOPOKOM WJIM TIPpH

HOpaKeHUH KJIaIIaHHOTO
9HI0KapAa BBICIIYILINBAETCS
CUCTOJIMYECKHUN IIyM. OTH
CHUMIITOMBI ~ MOTYT  HOSIBIISITHCS

cpa3zy ke TOCie pOXKICHUs, B

Ha pentrenorpamme — 0GoJbIoe

[IapPOBHJIHOE CEPIIC.

OKI' — npusHaku runeptpoduu
JIEBOTO KEITyI0uKa.
Juctpoduyeckre HU3MEHEHUs B

MHUOKapIe.

IIpu OXOKTI BBISIBIISIFOT
[IAPOBUAHYIO TOJOCTH  JIEBOTO
JKENMYJ04YKa, THUIOKUHE3UI0 €ro
CTEHOK u MOBBIIIIEHHYIO
9XOT€HHOCTh (sIpKOCTB) OT
SHIOKAPAUATBHBIX CTPYKTYP.

Moxer pPETUCTPUPOBATHCS
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TE€YCHUE MEPBBIX YACOB WIHA CYTOK | Pa3Iu4HOU CTEIIEHU
JKU3HU. perypruranuss € MUTPAIBHOIO

KJiariaHa.

3. BOJIE3HU HAKOIIJIEHUSA

1)

boaesns Ilomme (rimkoreno3 Il Tmma) —  mporpeccupyroniee,

MYJIbBTUCUCTCMHOC 3a00JIeBaHNE O6YCJIOBJICHHOC HEAOCTAaTOYHOCTBIO (I)CpMCHTa

KHCJION anb(ba TJIFOKO3K1Aa3bl C HAKOIINICHUECM I'NIMKOI'CHA B TKAHAX.

BreigenstoT aBe knuandeckue Gopmel 6osie3nu [lomrie

Mnanenueckass  ¢opma  BII  (MBII)  xapakrepusyercss  TsKeIOH
FEHEPAIM30BAHHOW MHONATUEM W  KapJAUOMHUOINATUEW. Y MMAlHUEHTOB
BBISIBIIACTCS KapAuUOMETalus, remnaroMeranus, Auddys3Has TUIOTOHUS U
MbIIieyHas ci1aboctb. AKTUBHOCTE KDK B KpoBM 3HAUMTEIHLHO MOBBIMICHA.
MpimieyHasi OMOTICHSI BBISBIISCT BAaKyOJSPHYIO MHOIATUIO B COUYETAHHH C
HapylIeHHEeM aKTUBHOCTH (EPMEHTOB JIM30COM, TaKUX KakK KHCIas U
menoyHas ¢ocdaraspl. CMepTh OOBIYHO HACTYMACT B MIIAJICHYCCKOM WU
paHHEM JETCKOM BO3pacTe.

bonesup Ilomne ¢ mo3guum Hadanom (BIINIH) —  wmennenHoe
mporpeccupyroiiee 3a0ojeBaHUsS ¢ IPEUMYIIECTBEHHBIM IOPAKCHUEM
MBIIIICYHOW TKaHU O€3 MPU3HAKOB MHOKAPAHOIUCTPOUU C JeOI0TOM

KIMHHUYCCKUX HpOHBJ'IeHI/Iﬁ C paHHECTO ACTCKOI'O, IMIOAPOCTKOBOIO BO3pacTa.

OcCHOBHbBIE KAPAHOJOTHYECKHUE KATO00bI:

Tspxenaa kapauomeranusi; Kapauomuonarus;

Hapyiienue npoBoauMoCTH, pUTMa CEpALIa;

Jedopmariust TpyIHON KIETKH IO THUITY «CEPJCUHOT0 TOpOay;
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Pacmmpenue rpaHul] OTHOCUTEIBHON CEPACYHOM TYIIOCTH;

Ocnabnenue nepudepuueckoit mynbcanun; CepaedHas HETOCTATOYHOCTb.

AYCKYJIbTATHBHO:

00JIaCThIO Ceplilla, HAPYIICHUE PUTMA CepIIa.

TOHBI

ceplua TIyXue,

CUCTOJIMYECKUN IIyM HaJa BCeH

IxoKI': yTomnmieHne CTEHOK JXKENYJOUYKOB M MEXKKETyI0YKOBOU MEPETOPOJIKHU C

dbopmupoBaHueM

KapaAnOMUOIIaTHH, B

MCIOJICHHO

BTOPUYHOU MeTa00IMYEeCKON TUTIEPTPOPUUECKOM
JnajabHeWIeM, runeprpopuyeckas  KapJIUOMHOIATHS
TpanchopmMupyeTcs B JAIATAlMOHHYIO;

O030pHas pentrenorpadgus rpyJiHoil KJIeTKH: YBEJIMUYECHUE Pa3MEPOB CEP/ILIA;

Huddepenumanbupiii quarao3 MBI

Ho3o10rnueckue
dopmbi

O01mme NpuU3HAKN

JAudPepennuanbHbie NPU3HAKA

I'muxorenossr (111 a,
IV, VII turesn)

KapAHOMeraus, MUOTIaTus,
nosbiieHre ypoBHs KK,
HaKOIUJICHHE TJIMKOTeHa

HOpPMaJIbHBIA YpOBEHb akTUBHOCTU KAT

0ose3np Bepnaura-
l'oddmana

TUNIOTOHMS, apedIieKkcus,
porpeccupyromias
IpOKCUMaJIbHAsT MUOTIATHUS

I Tum SMI; pubpumsIUY,
(bacuuKyJISAIUU MBIIIIII.

0oJ1e3Hb JlaHOH

KapanoMeraians, KapaAuoraTus,
HaKOIIJICHUC I''IMKOI'CHA B
JIN30COMax, MUOIIaTHA

HOpMaJbHbIN ypoBeHb KAI

0oJie3Hb J{romeHa

TUIIOTOHUS, TUIIO-apediieKcus,
nporpeccupyromas
IPOKCUMaJIbHAsi MUOIUCTPO (S,
noBblieHne ypoHs KOK,
MHUOKapAUOAUCTPOPHUs

ayTOCOMHO-PELECCUBHBIN THII
HacJIeI0BaHMsl, CLETICHHBIH ¢ T0JI0M;
OY€Hb BBICOKMH YPOBEHB IOBBILLICHHUE
aktuBHoctu AJIT, ACT, KOK;
HapyLIEHUs [ICUX0-PEUYEBOTO pa3BUTHS;
IUcTpodruHONaTUS

BPOKACHHBIC MUOIIaTUN

THUIIOTOHUWA, MBIIIICYHAsA ¢1a00CTh

HOPMaJIbHBIN YPOBEHb WJIN
He3HaunTenbpHoe noBeieHne AJIT, ACT,
K®K; ctpykTypHas maToa0rusi MbIIIIII.

MYTallux HapyIIEHUE COOTHOLLIECHUS
MUOIIATHH, KAPAUOTIaTHH, .

MHUTOXOH/IPHAJIEHOTO JaKTaT/IUPyBaT B KPOBH; HOPMAJIbHBIN
MYJIBTUCUCTEMHOCTD MOPAKEHUS

reHoma ypoBeHb KK B kpoBu.

KapAHOIaTUu HapylIeHHEe IPOBOIUMOCTU U HOpMasbHbIN ypoBeHb KDK;
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pUTMa cepaua, KapIuoMeraius CTPYKTYpHasi aToJIOTUsl CEPACUHOMN

MBIILIBI
HOopMasibHBIN ypoBeHb KOK, KK;
BPOXJICHHBIC 00J1b, TUTIOTOHHSI U TUCTATIbHAS
. HapyleHue IPOBOJAUMOCTH 110 HEPBaM
MOTOpPHBIE, CEHCOPHbIE | c71a00CTh MBILIL] KOHEYHOCTEH,
. npu OHMI'; nucranbHas nokanu3anus
ITOJIMHENPOIIaTHN runopedIexcus .
HapyLIEHUN.
HOopMasibHBIN ypoBeHb KOK, KK;
cHmkeHune ypoBHs TTT,
TUIIOTUPEO3 TUIIOTOHHUSI, MAKPOTJIOCCHS

TPUHOATUPOHUHA; 3a/IepKKa IICUXO0-
pe4eBoro pa3BuUTHUs

2. boue3snp ®adpu — nporpeccupyromiee MyJIbTHOPraHHOE, MYJIbTUCHUCTEMHOE,
X-cuenjeHHoe 3a00IeBaHNe, ONOCPENOBAHHOE MYTAlMENl I'eHa JIN30COMAJIBHOTO

dbepMeHTa o-rajnakTo3u Ja3bl A.

Tunuunas — paHHCC Ha4daJl0o B ACTCKOM BO3PACTC, IMPOTPCCCUPYIOMICC TCUCHUC C

MOJIMOPTaHHBIM, MYJIbTUCUCTCMHBIM ITOPAKCHUCM

Amunuunas — 3aboneBaHue ¢ MMO3JHHUM Ha4YaJIOM MU C IIOPAKCHUEM OIHOI'O HJIH
HCCKOJIbBKUX OpPIraHOB (I/I3OJII/Ip0BaHHOC IMOopaXCHUC COCYIOB TOJIOBHOI'O MO3ra,

cepara, mo4YeK).

Ilamonoeus cepoya:

Crenokapaus, 60J1b B 00J1aCTH cepAla; YJalieHue cepaieOueHus;
Cunkorn; PazpuTune nporpeccupyromieid rurnepTpoGruy MBIIIIBI CEPIIa;
Hapymenue cepaeyHoi mpoBOAUMOCTH, aPUTMUH.

JlabopamopHo: n3mMepeHne akTUBHOCTH ¢depMmeHTa a-ramakro3unaza A (AGAL) B
CyXUX MSTHAX KPOBU METOJOM TaHAEMHOW MacC-CHEKTPOMETPUU I METOJ0M
dayopumeTpuu:  OTCYTCTBME  WJIM  CHWKEHHE  aKTUBHOCTH  (pepmeHTa;
MOJIEKYISIPHO-TEHETHYECKOE UCCIeA0BaHUE (CEKBEHUPOBAHUE) MYyTallUu B TE€HE -

T€H KOJAUPYIOUIMN O-TAJIAKTO3UAA3bI A.

Hucmpymenmanvho:
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IKI' — ykopouenue wuHTepBana PR, HapymeHue npoBOIMMOCTH, apUTMHS.

CyTouHbIi IKI (BBISIBJICHUE apUTMUN).

IxoKI' —

MOHMUTOPHHI

YBEIUYEHUE JIEBOTO KEIyJI04YKa, JUCPYHKIUS aopTaIbHOTO,

MUTPAJIBHOI'O KJIAllaHOB 3a CUYCT YTOJJIICHHA CTBOPOK, IIPOJAIIC MHUTPAJIBbHOIO

KJIallaHa, YTOJIIEHUE MEXIKETYA0YKOBON MIEPETOPOAKH.

HuddepenunanbHO-IUarHOCTUUECKHE KpUTepuu npu b

OO0mme npusHaAKH

Ho3osoruyeckue popmsl

remMopparudeckas reneanruskrazust Panaro-Ocnepa;
anruokeparoma doppaiica, Mubemnu, orpaHunyeHHAs

AHTMOKEpaTOMBI
HeBu(OopMHas aHrHokepaToMa; 6one3np [uniepa,
byKo3ua03, CHANNI03
eBMaTuyecKasi JIMXopajKka, peBMaTOUIHBIA apTpUT, 00JIe3Hb
Kpuzsr ®abpu p PajKd, p A PTPUT,

Peiino, spurpomuanrus, «00au poctay

[Toueunas naTosiorus
(M30JIMPOBAHHOE MOPa’KEHNUE)

XPOHUYECKHUH JTATEHTHBIH rI1oMepynoHedpuT,
WHTEPCTULIHATBHBINA HEPPUT

[Tarosorust cepaeyno-
COCYIMCTOM CHCTEMBI

KapanoMeraiauns, apuTMHA HEACHOTO IMTPOUCXOXKIACHUA

ynoTpeOeHne JISKapCTBEHHBIX ITpenaparoB (rpymnmna

[Taronorus XKKT
XJIOPOKBHHOB, aMHOJIAPOH)
Odranbmonoruueckue ynoTtpeOieHue JeKapCTBEHHbIX MpernapaToB (Ipyrma
HapyIICHUS XJIOPOKBUHOB, aMUOJIapOH)
l'unepTonus SHJOKpPUHHBIE 3a00JieBaHus, heoxpomanuToma, curapom Kpona

3. AMwion103 cepana

AMUIONI03  cepiaua

(amumounHas

CHCTCMHOI'O

Kapauomnatus) — (Qopma

HapylieHus: O0eTKOBOro oOMEHa C MPEHMYIIECTBEHHBIM OTJIOXKEHHEM Oeinka b-

GuOpWIIIpHON CTPYKTYpHl (aMujIOHWa) B MHUOKapjae, JHAOKApJe, IMepukKapie,

aopTe U CTEHKaX KOPOHAPHBIX COCY/IOB.
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Omuoaozus.

HacnenctBeHHbli aMWIOWIO3 CEpAlla Yalle BCTPEYACTCA y MPEACTaBUTEICH

CPEAN3EMHOMOPCKOM STHUYECKOU IPYIIIIBI.

B Oosblieil cTreneHW MU3y4€H BTOPUYHBIA CHUCTEMHBI aMWIOWI03, pPa3BUTHE
KOTOPOT'O MOYET OBITh COMPSHKEHO C JIJIUTENbHBIM TEUECHHUEM PEBMATOUIHOTO
apTpurta, OpoHXHTa, TyOepKyJe3a, 1uMdporpanyieMarosa, 060Je3HU

Kpona, cudpunnca, akThHOMHKO3a. Y  TAalMEHTOB C XPOHMYECKOH IMOYECYHOU
HEIOCTaTOYHOCTBIO BO3MOXHO  DPa3BUTHE aMWIOWA03a, AacCOIUUPOBAHHOTO

C remMmoanajin3omM

[Tpu ammton03€ cepiia MUOKap/ YIUIOTHSCTCS, CTAHOBUTCS MaJIOPACTKUMBIM
(«pe3uHOBBII» MUOKAP/T); 00BEM MOJIOCTEH cepra 0OBIYHO U3MEHSIETCS
HE3HAYUTENbHO. CIEACTBUEM CTPYKTYPHBIX U3MEHCHHH MHOKap/1a SBIISIOTCS
HapyIIEHUsT CUCTOIMYECKON M TNACTOINIECKON (DYHKITUH, YMEHBIIICHNE
CepJICYHOTO BBIOpPOCA M MPU3HAKH CEPACUYHON HEJJOCTATOUHOCTHU. B ciryuae
OTJIOKEHUH aMHIJIOH 1A B 00J1aCTH KIIallaHOB Pa3BUBAETCS KIIMHUKA

KJIAITAaHHOT'O TIOPOKa Cep/Ia; IPH CKOIUICHUH (PUOPHIIIIPHOTO OeIKa B IyUKe
['mca, CHHYCOBOM W aTPUOBEHTPUKYJIIPHOM y3J1aX Ha TIEPBBIH IUIAH BBIXOIAT
CHUMIITOMBI OJIOKAJIBI TPOBOJISIIIICH CUCTEMBI Cep/IIia.

Knunuka:

B HavanbHBIX CTAAUAX Pa3BUTUE aMHUIIOM103a CEP/ILIA MPOUCXOIUT UCTIOIBOIIb,
MaJIOCUMIITOMHO. MOKET OTMEYAThCSl CHUIKEHHUE BECa, YTOMIISIEMOCTD,
pa3IpaKUTEIbHOCTh, TOJIOBOKPYKEHHE, OTE€UHOCTb.

Pe3komy yxyammeHno caMOIyBCTBHUS OOBITHO MPEANICCTBYET IEPEHECEHHOE
unmepKypeHmuoe 3aboneéanue, B T. 4. pecriupaTtopHas nHpEKIus, CTpecc,
AMOLMOHAIBHOE NIepeHanpsikenue. B pazpepHyToil cTaguu aMUiIon03a cepana
oOpailiaeT BHUMaHUE MOHWKEHHOE apTepUabHOE JaBICHUE C SIBICHUSMHU
OpPTOCTATUYECKOM TMIMOTEH3UU; 00U B 00JIaCTH Cep/ilia, HOCAIIINE

CTEHOKapAWYECKUN XapaKTep; CUHKONAIbHBIE COCTOSIHUSA, apuTMuHU. [Ipu3Hakamu
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Pa3BUBAIOLIENCS XPOHUUECKON CEPAECYHON HEAOCTATOUHOCTH CIIYKAT
OJIBIIIKA, TEMaTOMEranus, OTeKu. OTJIMYUTEIbHON 0CO0EHHOCTBIO CEPICUHOU
HEJIOCTATOYHOCTHU MPU aMHUJIOUI03€ CEep/ilia SIBISIETCS €€ ObICTpoe

IMPOTPpECCUPOBAHUC U PEFUCMEHMHOCNTb K mepanuu cep()etmbmu 2AUKOZUOAMU.

I[OBOJIBHO qaCTO y NalMCHTOB € aMHUJIONJ030M cepana O6H3py>KI/IBaCTC$I
HCpI/IKapIII/IaJ]BHHﬁ BBINOT ¥ acuuT. BeciaeacTeue aMuiIougHOM I/IH(i)I/IJIBTpaHI/II/I
Pa3BUBACTC CUHAPOM ciabocTH CUHYCOBOTO Yy3Jid, YTO COIIPOBOXKIACTCA

6pa111/11<ap)11xlel71 U MOXKCT IIPUBCCTU K BHE3aITHOM CCpI[C‘IHOfI CMCPTHU.

B Tom cirydae, eciii aMUIIOUI03 CEPALIA SIBIIETCS OJHUM U3 MIPOSIBICHUM
CUCTEMHOT'0 aMHJION 1032, Y OOJIBHBIX MOXKET HaOII0AaThCsl TOYEYHas
HEJ0CTAaTOYHOCTh, AUCharus, Auapes, MaKporioccHsl, KOKHbIE TeMOPpParuu,
nepuopouTanbHas myprnypa, nopaxxeHue HepBHOM cucteMbl. J{iis
IECHEPAJIM30BAaHHOI'0 aMUJION103a TUIIMYHO I10CJIEI0BATEIBHOE IIPUCOEIUHEHNE
BCE€ HOBBIX U HOBBIX CUMIITOMOB, CO3JAIOIINX MIECTPYIO KIMHUYECKYIO KAPTUHY C

IMOJIMOPTaHHBIMHU IIPOABJIICHUAMMU.

Jluacnocmuka amunoudosa cepoya

OTcyTCcTBHE MATOTHOMOHUYHBIX CHMIITOMOB 3aTPYIHSET MPUKU3HEHHYIO
JUArHOCTUKY aMUJIOUA03a cepAla. 3a4acTy0 JOCTOBEPHbIE JaHHBIE 3a
AMIJIOHUIHYIO KapJAUONATHIO BBISIBIISIOTCS TOJIBKO HA AyTOIICHUMU.

IIpu ayckynomayuu cepoya y Mallu€HTOB C aMHJIOWI030M BBICITYIIIMBAIOTCS
[JIyXOCTh CEPACYHBIX TOHOB, CHCTOJIMYECKHAM IIIyM PETYPryuTalluy HA NPEACEPIHO-

JKCIIYJOYKOBEBIX KiIdIlaHAX.

Ha OKI peructpupyeTtcsi CHIbKeHHne BobTaxka QR S-koMIIIeKcoB, pa3IudHOro

poaa HapyHICHUA B036y,Z[I/IMOCTI/I " IIPOBOIUMOCTH MHUOKapaa.

K OxoKI -npusnakam aMmunongo3a cepama ciaeayeT OTHECTH YTOJIIECHUE

MEKETYI0UYKOBOM M MEXIIPEICEPITHON MEPEropooK, CTEHOK KeNyI0UYKOB,
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KJIAIIaHOB CepAlla, AUIATaLUIO IIPEICEPAUN, TUIIOKUHE3UI0 MUOKapaa.
OYHKIMOHAJIbHBIE U3MEHEHUS XapaKTEPU3YIOTCSl PE3KUM CHIDKEHUEM (Ppakiuu
BBIOpOCA JIEBOTO JKETYI0UKa, HAPYIIEHUEM JTHACTOIMYECKOr0 HAMOIHEHNUS,
KJIAIIAaHHOM peryprurauuei. THorga B MUOKap/ie y1aeTcsi BbISIBUTh
9XOIMO3UTUBHBIC BKIIOUCHHUS B BUJIC MEJIKHE FPaHyJl, TPEACTABISIOMMNX COOOM

OTIOXCHUA aMHUJIOHUdA.

Ha penmeenoepamme opraHoB rpyJJHON KIIETKH MOXET ONPEAEIIATHCS YBEIUUEHNE
TE€HH CEPALA, SKCCYAATUBHBIN MIEBPUT. boJiee BEICOKO UyBCTBUTEILHBIMU U
crienu(PpUIHBIMU METOIaAMU TTPUKU3HEHHON JUArHOCTUKU aMIJION 1032 Cep/Ilia

ciyxat cuuHTurpadus muokapaa u MPT cepana.

Mopdgonocuueckoe noomeepicoeHue aMUIONU103a CePJilla MOXKET ObITh TTOJIYYEHO
nyTeM OWOTICMM MHOKap,ia WU JAPYTUX MOPaKEHHBIX OPTraHOB (A3bIKa, ICCHBI,
TIOJTKO’KHO-)KHUPOBOH KJIETUATKH, TUM(PATHUECKUX Y3IIOB, TOYKH, MPSIMOU KHIIKHA 1

T. 1.).

B nabopamopnwix mecmax mouu u Kposu pyU aMUIIONI103€ Cepia
oOHapy>KHUBaETCs MPOTEUHYPHSI, TUTIOTIPOTCUHEMUS, TUTIEPTIIOO0YTMHEMUS U

TUII0ATHO YMUHEMUS.

Jlugppepenyuanvruasn ouacnocmuxa aMuiION03a CepAIa IPOBOJUTCS C
HACJIEICTBEHHBIM JUCTOHUYECKHUM JIUMU030M (O0s1e3Hbt0 Dadpn),
MHKCEJIEMAaTO3HOM KapAUOMHUOTIATUEN TTPH TUIIOTUPEO03e, TUIIEPTOPUUSCKOM
KapJAMOMUOIIATUEN, HIUOTIATUYECKON PECTPUKTUBHOM

KapJAUOMUOIIATUEN, JIETOYHBIM CEPILIEM, TEMOXPOMATO30M, CTEHO30M a0PTHI,

CapKONA030M, I'IMKOI'CHO3aMMU.

4. I'emoxpoMaTo3 cepaua

I'eMoxpomaTo3 — moaucucTeMHoe 3adojieBaHne, 00YCIOBICHHOE HACIIEICTBEHHBIM

HapyHmiCcHUCM MeTabonm3Ma KEJIe3a, €ro W30BITOYHBIM HAKOIJICHUEM B OpraHusme
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Y TOKCHYECKUM ITIOBPEKICHUEM TKaHEN U OpraHoB. OCHOBHBIE KIIMHUYECKUE
(OpMBI TEMOXpOMaTO3a BKIIIOYAIOT MOPAXKEHUE CEPILIA, TEYEHH, IHTOKPUHHBIX
JK€JIe3 U CyCTaBOB.

[Ipu reMoxpomaTo3e OTMEUYAIOTCS BBIPAXKEHHBIN PUOPO3 cepaeuHOI MBILIIBI C
IIPEUMYILIECTBEHHBIM HAPYILICHUEM POBOASAIIECH CUCTEMBI cepana. I'emoxpoMaros
IIPOSIBIISIETCS YBEJIUUYECHUEM Pa3MEpOB CEPALAa U PACILIUPEHUEM €T0 MOJIOCTEN,
cOoeM cepAeUHOro putMa (MapoKCU3MaIbHOM TaXuKapauei, MepraTreabHON
apuTMuei), TpaBo- WIH JICBOXKEIIYJOUKOBOM CepAeUHOM

HECIAOCTAaTOYHOCTBIO, apTepHaHBHOﬁ FHHOTOHHeﬁ, HepI/I(i)epI/IquKI/IMI/I OTCKaMU.

[Tpu remoxpomaTose cep/iia Koxka mpruodperaeT OpOH30BbINH OTTEHOK, OCOOCHHO
Ha OTKPBITBHIX ydacTKax (JIUIle, 1mee, KOHEYHOCTSIX, 00IaCTH TOJIOBBIX OPTaHOB)
Jluaenocmuxka:

[Tpu3Haku KapAMOMHOTIATHH TIPU TEMOXPOMATO3€ CEP/Illa OOBIYHO COYETAIOTCS C
NUTMEHTAIMEeH KOXKU, IUPPO30M MEYEHH, MATOJIOTHEN SHIOKPUHHONU CUCTEMBI,
caxapHbIM 11a0eTOM, MOPAKEHUEM CYCTaBOB.

JJ1st reMoxpomato3sa cep/ia XxapakTepHO 3HAYUTENIbHOE YBEIMUEHUE
KOJIMYECTBA CblBOPOMOUH020 dicene3a (10 54-72 MKMONB/N) U heppumuna;
cHmkenue nokazarene OJKCC u mpancgeppuna, oucnpomeuremus,
eunepenuxkemusi. Baxxubie MPU3HAKU TIEPETPY3KHU KEJIE30M MPU TEMOXPOMATO3E
cep/ra — 3TO MOBbIIeHUE KO PHUIIHMEHTa HACKIIICHUS TpaHChepprHA KEIE30M JI0
60-90%, pe3koe yBeInYeHHE BBIICIICHHS JKeJie3a ¢ MOYOU MPH HArpy3Ke

necdepanom (> 2 mMr B TedeHue 6 ).

Jist QKT THInYHBI TPU3HAKY TUIEPTPOQPUU JIEBOTO JKETyI0UKa U
BHYTPHUKEITYI0YKOBOM OJIOKAJbl, TOBOPSIIKE O JJIUTEIbHOU MEePErpy3Ke JIEBOro
YKEIy0UKa U HAPYIICHUU CEPJICUHOT0 PUTMA.

JI71s1 noaATBePKIAeHUs TUAarH03a FeMOXpPOMAaTOo3a BBIOJIHSIOT OUOIICHIO TIEYEHU C

KOJIMYCCTBCHHBIM OIIPCACICHUCM KOHLICHTPALIMH KCJIC3a B MCYCHOYHOM TKaHH,
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OUTOJOTNYCCKHUM HCCIICJOBAHHUECM OMONTATOB HA HAJIMYUE OTI0KEHUHN N30BITKA

reMoCuZicpuHa B rermaronurax v nopTajlbHOro nuppo3a.

HuddepeHunanbHy0 AMATHOCTUKY F€MOXpOMaTO3a CEP/ilia MPOBOJIAT €
MPUOOPETEHHBIM FEMOCHIEPO30M, MUOKAPAUTOM, UIIEMUYECKOIN OOJIE3HBIO

cepJilia, pEBMAaTU3MOM, CaxapHbIM JUA0OETOM.

4. HACJIEACTBEHHBIE BOJIE3HU CEPALIA

Bposknennbie mopoku cepaua HaomoaaoTces ¢ yactorod 8 Ha 1000, wiu 1 Ha 125
KUBOPOXKACHHBIX. OTHAKO HCTMHHAS YaCTOTa MPEJICTABISAETCA 3HAUUTEIbHO Ooee

BBICOKOﬁ, CCJIM YUHUTBIBATH MCPTBOPOKACHHBIX J]eTeﬁ 1 CITIOHTAHHBIC a60pTBI.

Kak moka3bIiBaeT OmbIT, MOPOKU CEPJilla YaCTO ACCOLMHUPYIOTCS ¢ XPOMOCOMHBIMU
QHOMAJIUSIMH U SIBJISIFOTCS YaCThIO CHHIPOMA MOJIMCUCTEMHBIX TTOPOKOB Pa3BUTHSL.
B 25% cnyuaeB BpOXKACHHBbIE TOPOKH CepJlla HMEIT COMYTCTBYIOIIHNE

OKCTPaKapaAUAJIbHBIC aHOMAJINN PA3BHUTHAA.

[Tpumepno y 1/3 (36%) meteil ¢ NUarHOCTUPOBAHHBIM BPOXKIACHHBIM MOPOKOM
ceplilla TMPOBEJCHHE KAapUOTUIIMPOBAHUS BBISBISET XPOMOCOMHBIE AHOMAJIHH.
HaunbGonee wacto Bctpewarorcss tpucomuu 21, 18 u 13. bonbiie monoBuHbI AeTeit
(71,4%) u3 rpymnIbl ¢ aHESYTUIOUANSIMU UMEIOT COYETaHUS KapAuanbHbIX (Hanboee
4acTo JAe(PEKTbl MEXKIPEACEPIHON M MEAOKENyJA0YKOBOM IEperopoiok) u

AKCTpaKapAHaIbHbIX aHOMAJIHM.

YcraHoBiieHa acconanuss BpPOXIACHHBIX IIOPOKOB cCepana € XpOMOCOMHBIMH

aHoMmanusamu (Tabsm. 1).

Tabmuna 1. XpoMoCOMHBIE aHOMAJIUH U ACCOIMMPOBAHHBIC C HUIMHU BPOJKJICHHBIC TOPOKH
cepana

Bun nopoxka XpOMOCOMHBIE aHOMAJIMH
ATpHUOBEHTPUKYJISIPHAs KOMMYHHMKAIUS Tpucomus 21
Koapxkramus aopTsl Cungpom Teprepa
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ToTanbHBI aHOMAJIBHBIA JPEHAXK JIETOYHBIX BEH
OTKpBITHIN apTepuanbHbIA IPOTOK

Terpana ®Pamio

OO0t apTepualibHbIN CTBOJ

Hapymenus npoBoaumocTu

['unonnasus 1eBOro xeiyaouka

CocraBien PETUCTPp OCHOBHBIX HACJICACTBCHHLIX CHHAPOMOB, IIPU KOTOPLIX

[TapunansHas Tpucomus 22q
49X XXXX, 499XXXXY
[TapunansHas Tpucomus 8q
Monocomus 22ql1
[TapuumansHas TpucoMus 5q

Cunapom Teprepa

nopa)xeHue cep/ilia BecTpevaercst Hanbosee yacto (Tadu. 2)

Tab6nuia 2. HacnencTBeHHBIE CHHIPOMBI C TIOPAXKEHUEM Cep/lia

Cunnpom ['maBHBIE TpU3HAKK

BuyrpuneyeHouyHbIN X0JiecTas,
(aciuanbHble, OKYJISpHbIC U
CKeJIETHbIE aHOMaluu. B
paHHEM Bo3pacTe
pa3BHUBAIOTCS NOPTaJIbHAS
TUIEPTEH3HUs, TeraToMeraius

Asarnnins

MHo0>keCTBEHHbIE TOPOKU
pa3BUTHS: KallbLUpUKALIHSL
Xpsuieil Tpaxeu, OpOHXOB,
beiipena pedep U YIIHBIX PAKOBHH,
[IIyX0Ta, YKOPOYECHHE
KOHIIEBBIX (haJlaHT MaIbLIEB

PYK ¥ HOT

Komrmiexc BpPOXACHHBIX
aHOMAJIMH: KPbUIOBUIHBIC
CKJIaJKH1 Ha IICC U B obnactu

bonueBu-
CyCTaBOB, IATOJIOT U
Ynbpuxa .
KOHEYHOCTEH (CHHJIaKTHIINS,
KIIMHOJIAKTUJINSA ), JIUIICBBIC
aHOMaJINN
3anep:KKa yMCTBEHHOTO
pa3BUTHS, CHUKECHHBIN
Barcona

UHTEIUIEKT, Ko(eHHbIe TATHA
Ha Koe, Makpouedanus
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Yacrora
Bapunant [OpaxKeH

HaCJICAOBAH [MOPAKCHUA us

us

ALl

AP

ALl

Al

cepama cepaa,

%

MHOXeCTBEeHHBIE
nepudepruIecKue
CTEHO3BI JISTOYHOMH
apTepun

100

[Tepudepuyeckue
CTEHO3HI JieroyHoii |50
apTepuu

[Tatonorus aopTbl
(cTeHos,
KOApKTaIIHsl),
OTKPBITHIN
apTepUaIIbHBIN
HPOTOK, AedeKT
MEXOKEITyJOUKOBO
1 IIeperopoKu

50

W3o0mpoBaHHbIH
cTeHos seroynoit | 100
aprepuu
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Bunbsamca

Cuenro-
Bamrens

Hu Txopmxu

HUctman-bukcnep

Kansrudunupyro
e
apTepHonaTuu

Kaprarenepa

Hwuskuii pocT, 3nuKaHT,
KOPOTKHUH HOC C OTKPBITBIMU
BIIEPE]l HO3APSIMHU, IIUPOKAs
BEPXHSS YENIOCTh, IIOJIHbIE
IIEKH, MAJICHbKasl HYUOKHSIS
YEJIOCTh, OTKPBITHIN POT,
TUIOJIOHTHS, OTTOIIBIPEHHbBIE
YIIIH, 33JepKKa PU3HIECKOTO
Pa3BUTHSI U YMCTBEHHAs

OTCTAJIOCTDb

Yame Habmogaercst y
MaJIbYMKOB, MUKPOTHATHUA,
paciuenieHue ryosl u/uimm

Heba, TMIIocaaus

OtcyTcTBUE UIH

TUIIOILIa3us TUMYCaA,

HEJ0pa3BUTHE

MapaIUTOBUIHOM KEJIE3bI,
BTOpPUYHAS THIIOKAIBITUEMUSI,
TUIEPTEIOPU3M, KOPOTKUI
¢buneTp, raazHeie aHoMauu. B
KpOBH JTUM(OIUTOTICHHUS,

THUIIOKAJIbIIUEMUS,

ruroraMmariio 6}’J’II/IHCMI/IH

XapakTepHbIC JTHIICBbIE
NpOSsIBJICHUS (IIMPOKHIA KOPEHB
HOCa,paciieruieHue Heoa,
OOJIbIIIKE YIITH) B COYCTAHUH C

ITaTOJIOTUEH TTOYeK

(monkoBooOpa3Has Movka),
YMCTBEHHOW OTCTAIOCTHIO

OKKJITFO3UBHOE IIOpPaAKCHUC

COCy10B

OO6paTHO€ pacrnoioKeHue

BHYTPEHHUX

OpraHoB, 6pOHX03KTa3LI, CUHY

CHUTBI

ITopoku pasButus
CEpAECYHOTO
KOHYyca:
Ha/IKJIaImaHHbIN
CTE€HO3 a0PThI

Tpancno3nnys
MarucTpabHBIX
COCY/IOB, IBOMHOE
OTXOXKJICHHE
MarucTpabHBIX
COCYJIOB OT
MPaBoro
JKeTyI0uKa

OO0t
apTepuaIbHbIN
CTBOJI, T€Tpaja
®danio c atpe3uei
JIErOYHOMN
apTepuH, NepepbIB
JIyTH a0PTHI,
KOApKTalMs a0pPThI

Hedext
MEXKKETYA0UYKOBO
1 MeperopoJiku,
CTE€HO3 JIETOYHOM
apTepun

AprepuanbHas
TUNIEPTEH3HUS,
nepedpanbHbIC
UHCYJIbTHI,
UH(paPKT
MHUOKap/a

Jexcrpokapaus,
MpeACEPAHBIN
MN30MEPHU3M,
aATPUOBEHTPUKYIIS
pHas
KOMMYHHKAIIHS,
nedexT

80

100

100

100

100

100
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Koiitensa

Konpamu-
XIOHEepMaHHa

JleBuca

LEOPARD

NAME

TunuyHble TUIIEBBIE

IPOSIBJICHUS, aHOMAJIbHAS
occu(UKaIUS XPSIIEH,
OpaxuTenedanaHrusm, AP
cyonopmansHoe 1Q,

MTOBTOPHBIE PECITUPATOPHBIE
nHpeKkuun

OrpaHudeHne IBIKCHHS B

0OJBIINX CyCTaBax,
XOHJIPOAUCTPOHUUIECKOE
TENIOCTI0KEHUE, 3a/IepIKKa AP
pocTa JJIMHHBIX TPyOUYaThIX

KOCTEH, MEIIKHE OTJIOKCHHS
KaJIBITHS B XPSIIAX

l'unonnaszus wim ariasus
Jy4€BOM KOCTH M OTCYTCTBUE
WU PYAUMEHTAPHBIA O0JIBIION
nayel KUCTu

ALl

O0o03HavYeHne CHHAPOMA JaHO
TI0 TIEPBBIM OyKBaM OCHOBHBIX
MIOPOKOB pa3BUTHS: lentigo -
poaumoe niatHo, ECG -
ANIEKTPOKAPANOTpaPHUECKHEC
HapyuieHus, ocular
hypertelorism - oxynspHbIit
runepreaopusm, pulmonis
Stenosis - my;IbMOHAIbHBII
cTeHo3, abnormalities of
genitalis - aHomauu
reHuTanui, retardation of
growth - 3agepskka pocra,
deafness - rmyxora

ALl

HazBanwue cunapoma
00pa30BaHO U3 aKPOHHMOB
OCHOBHBIX ITPU3HAKOB - HEBYC
(nevi), mpencepauas (atrial)

Al
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MEXKKEITYA0YKOBO
1 IIEPEropoJIKM CO
CTEHO30M UJIU
arpe3uen
JIErO4YHOMN
aprepuu, 1epeKT
MEKIPEACEPIHOU
IIEPETOPOIKH

MHoxecTBeHHBIE
nepudepruiecKkue
CTCHO3EI JISTOYHOM
apTepuun

OTKpBITHII
apTepuaIbHbINA
IIPOTOK

Hedext
MEXOKEITyJOUKOBO
1 eperopoiku,
COTPOBOKJAIOIIH
Hics BBICOKOM
(mepBUYHOM?)
JIETOYHOM
TUNEPTEH3UEH

Knananaeii uinn
UHQYHIUOYISIPHBI
W CTEeHO3
JIETOYHOU apTepuu

Muxkcoma sieBoro
npeacepaus

100

80

100

95

100



Hynan

Cepneuno-
JIAIIEBOU

Cepneuno-
KO>KHBII

CepneuHo-nutie-
KOJXHBIH

Cepneuno-
KOYKHO-
CKEJIETHBIN

®opHes-
PobuHcoHa-
ITacky

Xonra-Opama

MUKCOMa,
MHKCOUIHAs Herpodubdpoma (
myxoid neurofibroma) u
9HJIOKPUHHAS
runepakTuBHOCTH(Endocrine
overactivity)

YMcTBEHHAs OTCTAIOCTb,
JUIIEBbIE U3MEHEHUS
(runepTenopusMm, NTO3,
KOPOTKas U IMIMPOKas IIes,
HU3Kas JIMHUS POCTa BOJIOC
C3a]l1), CKEJIETHbIE aHOMAJIUU
(Hu3KMii pocT, nedhopmanun
IPYAHOM KJIETKH U HHKHUX
KoHeuyHocTel ). Moryt
00HapyXUBaTbCS
renaroMeranus, KpUITopxusM,
aHOMaJIUH MOYeK U ria3

ALl

['mnomutasust kpyroBou
MBIIILBI pTa (Bo Bpems riaua | A P
BO3HMKAET aCUMMETPHUSI JIUIA)

Anomanuu koxHu (lentigo) u
BHYTPEHHETO yXa (BpokaeHHas | A J]
TJTyX0Ta)

JlunieBble aHOMATHH (BBICOKHIA
7100, TUITOIIA3H
CyNnpaopOUTaTILHOTO IPeOHS,
AHTUMOHTOJIOMIHBIN pa3pes
rJ1a3, pelIKhe M JIOMKHE
BOJIOCHI ), TUTIEPKEPaTO3

CkeneTHble aHOMaJINK, UXTHO3 | A ]|

I'myxota (TyroyxocTts), HU3KH
POCT, BECHYIIIKH JTUIIA

ALl

I'uno-, auc- nnau amnasus [
nanbla KUCTU

Al
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CTeHo03 IeroyHou
apTepuu

Hedexr
MEXKETYA0UYKOBO
1 IIeperopoiKu

CTeHo03 1eroyHon
apTepun

N3onupoBaHHbIf
CTE€HO3 JIETOYHOM
aptepuu, neeKT
MEKIPEICepIHOM
MIePETOPOIKH

OO0t
apTepuaIbHbINA
CTBOJI,
BPOKJCHHAS
HEJ0CTaTOYHOCTh
MUTPAIBLHOTO
KJIamaHa,
TpeXKaMepHoe
cepaue

Bpoxnennas
MUTpaIbHas
HeI0CTaTOYHOCTD

Hedexr
MEKIPENCEPIHOU
NIEPETOPOAKU

70

100

100

100

100

100

90
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Cpenn nunaTtauumoHHbIX KapaunoMuonatui 40% cocTaBisSIOT ceMeWHble (OPMBI.
[Tpu runepTpoduyeckux KapAUOMHUOMATUAX ATOT MPOLIEHT elnie Boiie (60) u aumnb

B 40% HaOMI01alI0TCS CIIOPAUYECKHE Clydanu 00JIe3HHU.

Haubonee wacTto BcTpedaroTcs ayTOCOMHO-PELIECCUBHBIE KapAMOMHUOINATHUH,
KOTOpblE HMMEIOT XapakKTepHble (EHOTUIUYECKUE TPOSABICHUS U JIETKO
JUATHOCTUPYIOTCS 1O  COYETAaHUIO  KapAMONATUU C  SKCTpaKapaualbHOU

narojiorueii. K HuM oTHOCSTCS

- JUWJIaTallUOHHAadA KapAHUOMHUOIIATHA - MI/IKpOLIC(baJ'II/IH (IIOHOJIHI/ITGJIBHBIMI/I
MPpOABJICHUAMU MOT'YT OBIThH YMCTBCHHAA OTCTAJIOCTb, 3aJICPKKA Pa3BUTHA,

MUHOPHBIN 1u3Mopduszm);

- JUWJIAaTallMOHHAA KapAHUOMUOIIATHUA - aHOMAJIUA reautanui. Hmeer wMecTo
OTCTAaBAHHUC B YMCTBCHHOM pPA3BHUTHUU, TUIIOILIA3HA FeHUTAINN (Ha6JII-OJIaGTC$I y

MaJIbYUKOB);

- IWAJATalWOHHAs KapAUOMHUONATUS B COYETAHWU C KaTapaKTOW M MCKPUBICHHEM
no3BoHouHUKa. [Ipu 3TOM cuHApOME paHO GOPMUPYIOTCS KaTapakTa U pa3IndHbIe
U3MEHEHHs  MO3BOHOYHMKAa  (CycTaBHas  JIETE€HEpalus,  HEPEryJISIPHOCTb

MEKIO3BOHKOBBIX JIUCKOB);

- AuTnu-bukciepa CHHAPOM XapaKTepU3yeTCsl NWIATAllMOHHOW KapIMOMHUOTIATUEH
B COYETAaHUM C KPAaHUOCTEHO30M BEHEYHOrO0 M JIAMOJOBHIHOTO IIIBOB,
Opaxuredanneii, BBITYKIbBIM JOOM, THIOIUIa3Wed CpeaHed dacTu JIuIla,
MITO30M, aTpe3ueil X0aH, IUICUETyYeBbIM CHHOCTO30M, HCKPUBICHHUEM KOCTEH.
MoryT COmyTCTBOBAaTh BpOXKICHHBIE TMOPOKH Ccepana - OOBIYHO nedexT

MEKKENy10YKOBOM MEPETOPOJIKH;

- JIUJIaTalMOHHAs KapJIMOMHOIATHUS M areHe3usl JIydeBOM KOCTU (IABYCTOPOHHSS

arcHe3us J'Iy‘—ICBOﬁ KOCTH, MOXXCT OBITh OJIMTI'OJaKTHUJIN, THUIIOIIJIa3us paz[HaJmc).
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CtpyKTypHBIE aHOMAJINHU KapIUOMUOIIUTA (Ha MaTepuaie oocnenoBanus 70 geteit)
HaOJIIOaTUCh  TPU  HACJEACTBEHHBIX  HEPBHO-MBIIICYHBIX  3a00JIeBaHUSX:
Mporpeccupylonue  Meliieunsle  auctpoduu  [romenHa, bekkepa, Omepu-
Hpeitbycca  (X-cuerieHHbIA  BapuaHT  HACJEJAOBaHHUSA), MHOTOHUYECKOU
muctpoduu  (AQyTOCOMHO-AOMUHAHTHBIA  THUI  HACJIEJOBaHUS), CIMHAIBHBIX
MBIIIIEYHBIX aTpodusax (ayTOCOMHO-peliecCCUBHOE HaclenoBanue). [IpuunHoi
BOBJICUCHUSI CEpJlla B MATOJOTMYECKUI TMpoIecC SBISIOTCS HEJOCTATOK Oelika
nuctpopuna mpu muoauctpodusix JlromenHa u bekkepa, HemocTaTok Oeka
sMepuHa mnpu Mmuomuctpobuu Omepu - peiidycca, aHOMaTbHOE KOJUYECTBO
TPUHYKJICOTHIHBIX TIOCICAOBATEIBHOCTEH IMTO3WH - THMHH - TyaHWUH TIpH

MUOTOHUYECKON TUCTPOPUH.

Ha PaHHUX 3TallaX pPa3BUTHUA I3THUX 3a00JIeBaHMI KIIMHHUKA MMOopaKCHUA cepana
MOXCT AOMUHHUPOBATD, a CHUMIITOMBI MBIIIIEYHOMN ciaabocTu OBIThH
MAaCKUPOBAHHBIMHU, IIO3TOMY 0ocoboe 3HAYCHHE UMeEET HpO(l)I/IJIaKTI/I‘IeCKOC
06CJ'leI[0BaHI/Ie POACTBCHHUKOB 60J'II>HI>IX, a TAKXKC 00s13aTeIIbHOC
KapanuoJIOTH4CCKOC 06CJ'I€I[OBaHI/I€ BCCX MANMUCHTOB C HACJIICACTBCHHBIMHW HCPBHO-
MBIIIEYHBIMH 3a00JICBaHUSIMH Ha CTaIuMr IMIOCTAHOBKH AHAIHO3a W JUHAMHUYCCKOC

HAOJIIOIEHUE 3a HUMMU.

HakonneHHble KIMHUYECKHUE TAHHBIE O CEMEMHBIX CIydasiX apuTMUM, B TOM YHUCIIC
KU3HEYTPOXKAEMBIX, a Takke OOCIeOBaHHE CEMEH C BBICOKOW YacTOTOM
BHE3alIHOM CMEPTH B MOJIOJIOM BO3PacTe MOCIYXWJIA OCHOBAHUEM IS
MPOBEJACHUS TEHEAUIOTHYECKUX U MOJICKYJISIPHO-TEHETUYECKUX MCCIICAOBAHUN TIPHU
TaKAX HAPYIICHHSAX PUTMa CEPJlA, KAK KEITyJOUYKOBBIC TAXUKAPJIUU, CHHIPOM

ynnuaenHoro uatepBana Q - T, cunapom Bombeda - IlapkuHcona - Vaiita u

JIPYTHUX.

Bpoowcoennwiti  cunopom  yonumennoco ummepsara () - T OTHOCUTCS K
KU3HEYTPOKACMBIM U TMPOSBIACTCS MPUCTyHaMU GUOPHIIIAIAHN KEITYT0YKOB, BO

BPCMsA KOTOPBIX HACTYIIACT IIOTCPA CO3HAHHA, BHC3alIHAA KIMHHUYCCKasA CMCPThb
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O6onpHOro. OH BCTpedaeTcs B JBYX BapuaHTax - cuHIpoM Pomano-Yopna u
Jlxepeemna-Jlanre-Hunbcena (coderaercsi ¢ BpPOXKICHHOM TIyXOTOW) U B

HACTOAIICC BPEMA paCCMAaTPUBACTCA KaK HACJICACTBCHHAA ITATOJIOI' M.

bein ommcaH ayTOCOMHO-IIOMUHAHTHBIM XapakTep HacjleAOBaHUS CHHApPOMA
Bonvgpa - Ilapxuncona - VYauma. OpHako TMOCIEAYIONIUE HWCCIEIOBAHMUS,
MpPOBEJCHHbIE B HAlleM  MHCTUTYTE,  I[OKa3ald, 4YTO  HaCleayeTcs
OpepacnoioKeHHOCTh K pealid3allii  CUHApPOMAa, a HMEHHO: o0co0oe
CTPOCHHE MPOBOJIAIICH CHUCTEMBI CEp/illa, KOTOPOE IOJ BIUSHHEM HW3MEHCHUI
HEHpOBEreTaTUBHOU peryJsiuu CEPJICUHOTO puT™Ma CTAHOBUTCS

AMEKTPOPU3NUOJIOTHICCKON OCHOBOW TaXUKAPIUH.

[lonHumanue HacCleICTBEHHBIX MEXaHM3MOB PAa3BUTHSA HApYIIEHUW pUTMa cepjua
MO3BOJISIET IIEJICHANPABICHHO MPOBOJAUTh NPO(YUIAKTHKY B Tpymnmax pucka Ha
OCHOBaHUU  BBISIBIICHHS  OIPEAECIECHHOTO NEKMPOKAPOUOCPAPUUECKO20
Gernomuna, Uil KOTOPOTO XapaKTepHO HAJIM4YME [eIbTa-BOJHBI, 3aMEIJICHUS
aTPUOBEHTPUKYJISIPHOTO  MPOBEACHUS, TpPaH3UTOpPHBIA ¢deHomeH Bonbda-
[lapkuHcoHa-YaiiTa. OTH KIMHAYECKHM HE 3HAYMMblE NPU3HAKU OTPAKAIOT
TOTOBHOCTH MPOBOJSIIIEN CUCTEMBI CEP/LIa B YCIOBUSAX HAPYIIEHUS HEHPOTCHHOTO

KOHTPOJISI PUTMOBOXKACHUS K peasu3allii apUTMHUH, HEPEIKO KU3HEYT POKAOIIICH.

Jns nuddepeHnnanbHON TUarHOCTUKM HACJICACTBEHHBIX IOPAKCHUN cepila ¢
MOPAKCHUSMH JPYTOM 3THOJOTHH, HEOOXOAUMO IPOBEJACHHUE KOMILICKCHOTO

O6CJ'IeI[OBaHI/Iﬂ pe6eHKa, KOTOPOC BKIIIHOYACT:!

o [loapoOublii aHaMHE3 (HACTIECTBEHHBIN (haKTOp, MATOIOTUN OEPEMEHHOCTH,
CBsI3b C MH(EKIMOHHBIM areHTOM, HAJIMYWE TCHETHYECKUX 3a00JICBaHUI B
CEeMbE U T.[.)

e OOBEKTUBHBIA OCMOTpP (HATWYUE CTUTM, XaPAKTEPHBIX CHUHAPOMATBHBIX

MIPU3HAKOB, OlIEHKA (DU3UYECKOTO Pa3BUTHS U T.1.)

48



JlabopaTtopHoe M HHCTpyMEHTallbHOE 0OcienoBaHuEe (B 3aBUCUMOCTH OT
MIPEAMOIOKUTETBHBIX JTUATHO30B)
I'enernueckoe uccaenopanue!!!

Hpyrue oOcrnenoBanus o yCMOTPEHUIO Bpaya
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