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Annomayuna. B cmamve npugedenvl pe3yibmamol aHau3a AUmepamypHuix UCOYHUKOS
no npooremMme KapouoMuonamui y oemeu, UX HeBpPON02UYeCKUX OCLOJdHCHeHuUu. B cmamove
PACCMOMPENbl  KNACCUDUKAYUA, IMUONAMO2EHeMUYecKUue dcnekmol, KIUHUKA, OUASHOCUKA,
ough.ouacnocmuxa Kapouomuonamuil y oemell.
Kntoueswie cnosa: oemu, kapouomuonamuu, OUNAMAYUOHHAS KAPOUOMUONATNUS.

Beenenne. Kapauomuonatuu — 310 ocobast rpymnmna 6ose3Hel cep/ia, B OCHOBE KOTOPbIX
JEKUT MNEPBUYHOE IPEUMYILIECTBEHHOE IOpaXXeHUEe MHOKapJa HEM3BECTHOM WM HEesCHOU
ATHOJIOTUH, OOBEIWHEHHBIX IO OINpPEIEICHHBIM KIMHUKO-aHATOMUYECKMM NpPU3HAKAM —
Hanuuuioo  Kapauomeranuu, CH, CKIOHHOCTBIO K ~ HApyLIEHUIO pUTMa  CEpAla,
TPOMOOIMOOIMYECKUM OCJIOKHEHUSIM M 4acToMy (aTaabHOMY HCXOAYy B BHJAC BHE3AITHOW
cepaeunorr  cmeptu  (5,6,12).Yactota KapaAMOMHONATHH  CpPead  JCT€Hd  COCTaBIISET
npubsmsutensio 1.3-1.24 caywyas wa 100 000 npereil. TakoBbl pe3yibTaTbl JBYX HOBBIX
yicClieIoBaHui, omyOnikoBanHbie B Bbiycke New England Journal of Medicine (2,5)

Omnpenenenne: KapauOMHMONATHs — 3TO  3a00JieBaHUE MHOKapAa  HEU3BECTHOM
STHOJIOTUM, TJIAaBHBIMM MPU3HAKAMU KOTOPOTO SIBJISIOTCS ~KapJHMOMErajus, HapylleHue
COKpATUTENIbHON CIIOCOOHOCTH MHMOKapjia M HapylleHue KpoBooOpamieHus. CTaOuibHOCTb
M3MEHEHUH B MHUOKap/e, UX MPOrPECCUPOBAHUE U B psAJE CIy4aeB OJHOBPEMEHHOE BOBJICUEHUE
B IIpOLECC SHJAOKapJa, NepuKapja, OTCYTCTBHE IPU3HAKOB BOCHAJIEHUS, HE JOCTATOYHAas
3¢ (PEeKTUBHOCTH TEpanuu, OJUHAKOBAS TOJIBEPKEHHOCTH 3a00JICBAaHUIO JIETEH BCEX BO3PACTOB -
ABIIIOTCS XapaKTepHbIMU MTPU3HAKAMU JAHHOTO MAaTOJIOIMYECKOro Mpoliecca.

Hunaraumonnas kapanomuonarus (JAKMII) — ogna u3 Haumbosiee pacrnpoCTpaHEHHBIX
KIMHUYEeCKUX (QopMm KapamoMuonartuid, BcTpedarommxcs y jgereii(1,6,8). 3aboneBanue
XapakTepu3yercs IIIYyOOKHM HapyIIeHHEM CTPYKTYpbl KapAMOMHOLMTOB M 3aMElIeHHEeM HX
¢ubpo3Hoit TkaHpto. CruenctBueM MOP(GOCTPYKTYPHBIX HM3MEHEHUH SBISETCS  pe3Koe
pacimmpeHue ToNIOCTel cep/a, CHUKEHWE COKPATHTEIbHOH (YHKIIMM MHUOKAapAa W pa3BUTHE
3actoiiHOM cepaeuHoil HenoctarouHoctd (CH). CrangapTHblil (papmakoTepaneBTUYECKUN
MOJIXOJl TMO3BOJISIET CTAaOMJIM3UPOBATh COCTOSHUE peOeHKa, He MpeloTBpalas pa3BUTHE
JIEKOMIIEHCALlUU, B HEKOTOPBIX CllyyassX TEUEHHE INPOLEcca CTPEMUTENIBHO U XapaKTepusyeTcs
TOPIHUIHOCTBIO K MpoBoAuUMON Tepanuu. IIporHo3 3a0osieBaHUs cepbe3HBIH, OAHAKO, IO
HaOJI0IEHUIO0 HEKOTOPBIX aBTOpoB, TeueHue JJKMIT moxeT ObITh pa3TUUHBIM M OCTAETCsl MaJo
npezackazyeMbiM. [1o 1aHHBIM MEXIyHApOIHOTO MEANATPUIECKOTO PErucTpa KapJMOMHUOIATHH,
OSTUJIETHSISE BBDKHBAEMOCTh JeTeil ¢ xporudeckoit CH cocrasmiser 50 % (9,13,14).

Knaccundukamms kmr (Bo3, 1996):
I. KMII unnonarnyeckue
e ['uneprpoduueckas (0OCTPYKTUBHAS WIIH HEOOCTPYKTHBAHAS)
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e TUJIaTallMOHHAS
e PECTPUKTHBHAS
e APUTMOTEHHAS AUCIUIA3HS IPABOTO JKEITYI0UKA
e IEpUIIOPTANIbHAS (TTOCIEPOOBAs)
Il. KMII cnenududeckue:
1. NudexnmoHHbIC.
2. Mertabonuyeckue:
* DHIOKpUHHBIE (TIpU aKPOMETAIUU, THIIOKOPTHUIIM3ME, THPEOTOKCUKO3€, MHKCEAEeMeE,
OKHPEHHH, CaxapHOM Jauadere, PeoxpoMoruTome).
o [Ipy WHQUIBTPATHBHBIX M TPaHYJIEMAaTO3HBIX MpOIECcCaX, OOJIE3HAX HAKOIJICHHUS
(aMUII0M103, TEMOXPOMATO3, CAPKOUI03, JIEHKO3, MyKOIIOJINCAaXapHU 103, TIMKOTEHO3, JIUITUI03.
e [Ipu pedunmre MUKPOIIEMEHTOB, BUTAMUHOB U MHUTATEIHHBIX BEIIECTB, & TaKXKE MpPH
AHEMUSIX.
1. Tlpu cucteMHbIX 3200JI€BaHUAX COSAUHUTEILHON TKAHU.
2. Ilpu cucTeMHBIX HEUPO-MBIIICYHBIX 3a00TCBAHUSIX:
e Helipo-Mmbimieunsix  paccrpoiictBax  (atakcuss ~ Dpuapeiixa, cunapom HyHana,
JICHTUTEHO3)
e Mpimeunsix quctpodusix (lromenna, bekkepa, MUOTOHHN)
1. Ilpu BO31CHCTBUU TOKCHUECKUX U (PU3UIECKUX (DAKTOPOB.
Il. Hexnaccudummpyembie 601e301 MuUokapaa (Gpudpolrnacto3 I3HAOMUOKAPIA WIH JIETCKas
dopma KMII, nnuonariueckuii Muokapaut Ouiepa).

Junaranuonnass — kapauomuomnatus — (JJKMII)  xapakrtepusyercss — 3HAYUTEIbHOM
KapAuOMerainueil 3a cYeT BBIPAKEHHOH auiaTalluM TMOJIOCTeH cepiiia, OCOOCHHO JIEBOTO
KEIYyA04YKa, M PE3KO BBIPAKEHHOH COKPAaTUTENBHON  HEAOCTATOYHOCTHIO ~ MHOKapja,
OOYCIIOBJICHHBIMU ~MEPBUYHBIM BHYTPCHHUM JIE(EKTOM  TMOBPEKIECHHBIXKAPAMOMHUOIIUTOB
(11,17,18).

Knaccudukanus nuinataliioHHOR KapIHOMHOTIATHH

e HTUOTTATHICCKAS

e ceMelHas

e BUpyCHas (MMMYyHHas)

e TOKCHYecKas (aJIKOT0JIbHAA)

e KAPIUOMHUOMNATHH, TPH KOTOPOH CTEMEeHb MHUOKAPAMATBHOW TUCHYHKIUH  HE
COOTBETCTBYET TSKECTH OCHOBHOI'O 3a00JI€BaHUS

JTHONATOreHe3 W KJIMHHMKA: Yy JEeTel BBIIEISIIOT B HACTOSIIEE BpeMs CIEAYIOLIUE
BEAyIIME DSTHOMATOTCHETHYECKHNE KOHIETINN HIATAIIMOHHON KapJAWOMHONATHU: BHPYCHO-
UMMYHOJIOTHYECKYI0, MUOKapIuaibHyI0, MeTaboimueckyro (13,21,22). Haubomnbiiee BHUMaHNE
YAEJISAETCS B 3TOM acCIeKTE BUPYCHO-UMMYHOJIOTHYeCKor Teopun natorenesa [JKMII.

KnuHr4YeckuM MOATBEPKACHUEM TAaKOH THIOTE3bI MOTYT CIYXKHTh: 1) MpHCOeTUHEHHE
KapAHAIbHBIX CHUMIITOMOB K «MH(MEKIIMI» BEPXHHUX JILIXaTENbHBIX MYyTEH y 30pPOBBIX 10 TOTO
JeTel; 2) MONOKHUTENbHAs PeakIus Ha KOPTHKOCTEPOUIHBIC MpenapaThl, 0COOEHHO Ha paHHEH
cTanuu 3aboneBaHus; 3) BBUIBICHHE Yy psga OONBHBIX KapAUOPEAKTHUBHBIX aHTHUTEN; 4)
TUCTOJIOTHYECKass KapTHHA WHTEPCTUIIMAIBHOTO MHUOKapanopuoOpo3a ¢ JUMQOIUTAPHBIMU U
MOHOIIMTAPHBIMUA HHPUIbTpAaTaMu (YCTAaHOBJIEHHAS IMATOJIOTOAHATOMHYECKH); 5) ayTOMMMYHHAas!
OCHOBa 3a00JIeBaHUs, TIPU KOTOPOW AayTOMMMYHHBIE PEaKIIMU SBIISIOTCS OJHUM M3 BEIYIIHX

MAaTOT€HEeTUUECKUX MexaHu3MoB (opmupoBanus ¢enoruna JAKMII; 6) nmpusHaku aHOManbHON
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byHKIMKA KIeTOK-KuiuiepoB (8,9,16) Psg aBropoB cumraroT, uro wummonatuyeckas JKMII
ABJISIETCSL PE3YJIbTATOM BHUPYCHOTO MHOKApIUTAa KOKCakKM A W B, 3KXOBUPYCOB, KOTOpBIii
nproOpeTaeT XpOHHUYECKOE TeUeHHE B pe3yJbTaTe HAPYLUICHUH B TYMOPAJbHOM U KJIETOYHOM
3BEHBSIX HMMMYHHUTETa, pPa3BUTHUS ayTOMMMYHHOTO TMPOIECCa, KOTOPBIM MOAJAEPKUBACT
XpoHHYeCKHi mporiecc B Muokapje. (12,17,18). Bupycuo-ummyHonorndeckas teopust JTKMIT
MPEIOJIOKUTETIHLHO UMeNa MecTo 1o TaHHbIM benozeposa (1995) y 40% nabmogaembIx 1eTei.

[upoko ob6cyxmaercss poidb u JApyrux (akTopoB B Bo3HMKHOBeHMH JIKMIT —
NEPCUCTUPYIOLINE  BOCHAJIUTENbHBIE  MPOLECCHl,  KapJUOTOKCUYECKHE,  TI'E€HETHUYECKHUE.
HacnenctBennsie ¢opmbl 3Toi martosoruu yctaHoBieHbl y 30% HabmonaeMbIXx OOJBHBIX
(13,24).

Kmunauka JIKMII xapakrepusyercs 0COOSHHOCTSIMH aHaMHe3a JIeTel — epHHaTalIbHOTO,
MOCTHATAJIBHOTO M CEMEWHOr0. YCTaHOBJIEHO, YTO aHAMHE3 3a00JIeBaHMS IMO3BOJSET BBHISIBHTH
natojoruto OepemeHHoctu wmarepu 'y 57,4% OompHbIX JKMIIL: recto3, yrpo3a cpeiBa
OepeMeHHOCTH, CTpecc Bo Bpemsi OepemenHoctu, OPBU, BpemHble MPUBBIYKH Yy POAMTEINCH,
npodeccuoHanbHble BpeAHOCTH. VHOTJa y pOJCTBEHHUKOB OOJBHBIX HMEETCS pa3iuyHas
naToJjiorusi cepaeuHo-cocynuctoit cucremsl. JJIKMII penko obHapykuBaeTcsi B IepUHATATHLHOM
nepuoze xku3Hu pedenka. Jleru ¢ JJKMII MoryT umMeTh HU3KYIO Maccy Teja Mpu POKIACHUU.

WNHorpa yxe ¢ poxJaeHUsI OTMEUYaeTcsl NePUOPATIbHBIN aKpoLMaHOo3, YTO PACcLleHUBAETCS
KaK CHMIITOMBI HEBPOJIOTMYECKOW WJIM JIETOYHOH maTtoiorud. MaHudecranus 3a00ieBaHHS
POUCXOIUT Ha 6-9 MecsIe )Ku3HU peOeHKa uin B Oosiee crapiieM Bo3pacre (4,5,17). Hemanyio
pons B MaHUdecTauu OOJE3HU OKa3bIBACT COIYTCTBYIOIIAS IAaTOJIOTHS: OpOHXOJIETOYHBIC
3a00JieBaHUs, METaOOIMUYECKHE HAPYILICHUS, TUTIOTPO( s, TPOBEACHHAS HAKaHYHE BaKLIMHAIIUA.

Knunnyeckue mpu3Haku cepeyHONM HETOCTATOYHOCTH, HE B3UPas Ha BO3pacT OOJIBHOTO,
Habmonatores y Becex OonbHbiXx JIKMIL. [Ins nereit paHHero Bo3pacta XapaKTEPHBIM SIBISETCS
Hanuuue OECIOKONCTBA, YTOMIIIEMOCTH MpPU KOPMJICHHH, OTKa3 OT €[bl, TOTAJIbHBIM WIN
AKpOIIMAaHO3, MPAMOPHBIN OTTEHOK KOXKHOTO MOKPOBA, OJBIIIKA B MOKOE. ¥ HEKOTOPHIX OOJIBHBIX
OOHapyXUBaeTCS CepAcUHbI TOpO. ['paHUIBl OTHOCHUTEIHLHOW TYIOCTH CepJilla PACIIUPEHBI B
MOTNIEPEUHUKE. AYCKYJIbTaTUBHAS KapTUHA CEPlla BBIABISICT TaXUKAPIUIO, MPUTITYIIEHHOCTh U
[JIyXOCTh TOHOB CepJilla Yy MOAABIISIIOIIEro OOJBbIIMHCTBA OONBHBIX JETeW paHHEro Bo3pacTra
(2,6,9). Muorma BhICTyIIMBAeTCs TPYObI CUCTONIMYECKUI miym HemoctarouyHoctn MK Ha
BEPXYIIKE BCIIEJICTBUE PACTSKEHNU MUTPAJILHOTO KOJIbIA. BBICTpO pa3BUBaeTCs renaroMeranus.

B anamuesze y ngereit ¢ JAKMII panHero Bo3pacta MOXXHO YCTAaHOBUTH HAIMYUE
JMCTICTITHYECKUX TUCYHKIMI B OCTpOi OpoHXoaeroyHo# maronorud. (13,17).

VY meteil crapuiero Bo3pacta OTMEYAIOTCS KaloObl Ha YTOMIISIEMOCTh TpU (PU3UYECKOM
Harpyske, OJBIIIKY, W3MEHEHHUs IIB€Ta KOXXHOTO TMOKpoBa (OJEAHOCTh, MEPUOPATBLHBIN WU
aKpoIIMaHo03), I0XoH anmeTuT. HabmoaaeTcst A0BONBHO UIMTEIbHBIA POMEKYTOK BPEMEHU OT
MEPBBIX CUMIITOMOB 3a00JIEBaHUSI 1O YCTAHOBJICHUS IMarHo3a y JIeTell cTapiiero Bo3pacTa.

[TepBbiMH, TOBOJIBHO penKUMH, KiIMHUYeckuMH cumntoMamu JIKMII B aTom Bo3pacte
MOTYT OBITH MIPOSIBIICHUSI TPOMOOIMOOIMH COCYIOB TOJIOBHOTO MO3ra. BechbMa XapakTepHbBIM st
JKMII npu3HakoM sIBJISI€TCS OTCTaBaHUE OONBHBIX JIeTel B (PU3NIECKOM Pa3BUTHH.

Knuandyeckumu mpu3HaKaMu KapAHOMEralluu sIBISIOTCS: BBIOyxaHHe 00IacTH cepiia,
pacIIMpeHre 30Hbl BEPXYIIEYHOrO0 TOJMYKAa M PACHIMPEHUE TPaHUI] OTHOCUTEIBbHOM TYMOCTH
cepaua. AyCKylbTaTMBHas KapTHHa ceplaua pa3HooOpazHa. Y JeTedl ¢ mpu3HaKaMu

HEJ0CTAaTOYHOCTU KPOBOOOpAIIEHUS ONPEENIIeTCs TaXUKapIusl.
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BonbmnHCTBY OOJBHBIX MPHUCYIIA TIYXOCTh CEPACYHBIX TOHOB. CHCTONMYECKUH ILIyM
BcTpeuaercsi He y Bcex OombHbIX JIKMII m xapakrtepusyercss pasHooOpasuem TemMOpa u
JIOKaJIN3aLNH.

I'pyOsiii cucronunyeckuii mym B IV Mexpebepre ciieBa M IMPOBOJSAIIMIACST Ha BEPXYIIKY
ceplua CBUIECTEIBCTBYET O HexocraroyHocTH MK BceieAacTBUE PACTAHYTOIO MUTPAIbHOIO
KoJblla. BeTpewaroTest aputMun. Y eTeit ctapiiero Bo3pacta Takke MOryT HaOII0AaThCs OTEKU
Ha HIKHKUX KoHeuHoctsx (1,8,13).

Muarnocruka: JlaGopaTopHple U  OMOXMMHYECKHE HCCIEIOBAaHUS KPOBU HE
0OHApY)KMBAIOT HAJTMYHUS BOCTIATMTEIIBHBIX M3MEHEHHI B opranusme peoenka npu JIKMII.

PeHTrenonornuecku ycraHaB/IMBaeTCs HAJIMYME KapJUOMETaJIud U MPU3HAKOB 3aCTOS B
MaJIOM Kpyre KpoBOOOpaIleHus B BUI€ YCUIICHUS M 00OTalleHus JeroyHoro pucynka. Hanbonee
TUIMYHOU (POPMOH Ceplia Ha PEHTI€HOTpaMMe SIBJISIETCS IAPOBU/IHAS, HHOT 1A MUTPAJIbHAsL.

Kapauo-topakansHoe otHomenue coctaiser 0,56+0,012 y nereii crapiiero Bo3pacra u
0,67£0,0017 y mereii panHero Bo3pacta. MeToJ 3EKTPOKapAUOrpaduu MO3BOJISET BbISIBUTDH
HapylIeHUs pUTMa cepAua U NIPOBOAMMOCTH, a TAaKK€ OIPEAEIUTb CTENEHb HAPYLICHUS
IPOIECCOB  PENOJSIpU3alUU  KeTyaoukoB y OombHbix JKMIIL, 49ro wumeer Oombmoe
nporuocruyeckoe 3Haucuue (7,17,18).

Ha DKI' o6HapyxuBaroTcsi mpu3Haku runeprpoduu jieBbix kamep. OIHAKO Hapsay ¢
runeprpoduelt neBbix kamep cepama Ha OKI' peructpupyrorcs M mpu3HaKu runeprpoduu
MPaBbIX OTIENIOB CEp/Ia, YTO YKa3blBaeT Ha Oojiee TsrKelIoe TeueHue 3a0olieBaHUs. Y TpeTu
00JBHBIX OOHAPYKMBAIOTCS MPU3HAKU THIEPTpoduu o0oux mpencepauii. M3smMeHeHus: B Buie
Neperpy3ku MpaBbIX OTAEIOB CEpALlA CBSI3aHbl JUOO C HAIMYMEM OpOHXOJIErOYHOMU IATOJOrUH,
b0 C poTalMeN MAapOBUIHO PACTSIHYTOIO CEpJlla BOKPYr CBoei ocu. He mckiroueH MOMEHT
KOMIICHCATOPHOH TUNIEpTPO(GUHN B OTBET HA CHIDKEHHE COKPATUTENILHON CITIOCOOHOCTH MHOKap/aa
JDK unu yMeHbIIEHHE JIIEKTPUYECKOW AKTUBHOCTH OOJIBIIOTO KOJMYECTBA MOBPEXKICHHBIX
kapauomuonuToB JOK. Mmeer mecto takxke y aereir ¢ JKMII yanuHenue snekTpuyeckon
cuctodbl cepama (4,7).

CrannapTHoe  3JIEKTPOKapaMorpaduyeckoe  MCCIEOBaHUE  TO3BOJIAET  BBIIBUTH
HapyleHus putMa cepana u  mpoBoaumoctd 'y 70% OonbHbIX gereil.  bosbiryio
WH(POPMATUBHOCTH 00 DJIEKTPpUUECKON HecTaOmIbHOCTH MUOKapaa 0onbHBIX JIKMII nereii maer
24-yacoBoe monuTOopupoBaHue OKI'. JlaHHBI METOJI IO3BOJIIET BBISIBUTH BBIINICYKa3aHHBIC
HapylleHus Yy mnoAasisomero OonpmmHcTBa 00abHBIX JKMIIL. Bo mHOrom coueranue
CepJIeYHON HEAOCTATOYHOCTU M HapyUIEHWH puUTMa cepjla CIoCOOCTBYIOT MPOTrPECCUPOBAHUIO
3a0oneBanusd. HapymieHuss putma cepAuna M NPOBOAMMOCTH, CepieyHas JAeKOMIIeHCaIus,
TpoMO03MOOIMUECKUEe OCIOXKHEHNsT U HU3Kas ¢pakuus Beiopoca JDK menee 40-35% cozparor
PHMCK BOSHUKHOBEHUS BHE3AITHON CMEPTH y BCeX OOJBbHBIX.

XapakTepHbIMU 3X0Kapauorpadudeckumu npuzHakamu JJKMII aBnstores: mapoBuaHas
nedopmarus U peskas aunatanus nonoctd JODK cepama. YV OGompmmacTBa Aeteit ¢ JAKMII
0OHapY>XKMBAETCsI TPEUMYIIIECTBEHHOE TIOpaXeHUE JIEBBIX Kamep cepamna (67,3%), Torma kak B
JIEBBIX TaK W B MpaBbIX Kamepax BbIsABiIeHA y 22,4% nereil. CoueraHue XapakTepHOH aiis
KapJIMOMHOTNIaTUYECKOr0 MnopaxkeHus: peskor awnarauuu nonoctu JOK u JIII ¢ BTOpmuHOI
"ceprmoBugHON" nedopmarnmeit MXKII, nabnrogaemoit y 85,7% O0NbHBIX, cO37aeT cielU(PHIHBIHA
sxoKapauorpapuiyeckuit oopa3 cepaua B IJIaBHBIX MPOAOJIBHBIX CEYEHUSAX (TapacTepHaIbHOM U

anMKaJIbHOM), KOTOPBIA OMNKMCAaH Kak '"pUTHAHAs M[IApOBHJIHAS JWJIATallMsl JICBBIX KaMmep
cepama”(11,15,18).
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Takum  obpazom, y ©OompHbix ¢ JKMII dopmupyercs  cnenududeckuii,
"Mopdoaoruueck 00YyCIOBICHHBIM", THUIl KapAMOTEeMOJUHAMUKHA. B €ro xapakTepUCTHKH
BXOJIAT: JWJIATAllMOHHBIA THUI KOMIIEHCalluu yaapHoro BbeiOpoca JIDK ¢ BeIcOKOi
nuacronuueckoil Harpyskoi JIII; runokunernueckuii pexxum pabotel IDK, mopdonornyeckn
ne(OPMUPOBAHHOTO U PACTIHYTOTO Broyib puruaHoii MIXKII, 9acTHYHO KOMIICHCHPYIOIIETO
BXOJHYIO IeMOANHaMUYecKyr Harpy3ky JDK mpu u301MpOBaHHOM IMOPAKEHHUH IOCIEIHETO;
MOBBILICHUE JABJICHUS B MallOM Kpyre KpoBOOOpalleHHsl ¢ MPONOPIHOHATBHON AujaTanuent
JIA.OnpenensitoliuMi B Pa3BUTUU TOTAIBHON CEPACYHOM HEIOCTATOYHOCTU TMPHU  TAKEIIbIX
dopmax JIKMII sBustoTcs pactspkeHus: (UOPO3HBIX KOJIEIl KJIAMAHOB Cep/lla ¢ HapacTaHUEM
BBIDQXXCHHOW  pPErypruTaiuud  [pH  JONIUICPOKApIUOTpapUIecKoM  HCCIEAOBAHUU Y
nereii(1,8,11).

Nuddepenunanbuasa auardoctuka: JJKMII y nereit cnepyer auddepeHnupoBars ¢
JIpyruMu 3a00JIEBaHUSIMH, COTPOBOXKIAIOIIMMUCS KapJuOMeTajineld M 3aCTOMHOW cepJedHOn
HEJ0CTaTOYHOCThIO. JloBOobHO ciokHa jauddepeHnmanbHas  auarHoctuka JKMIT wu
HEPEeBMATUYECKOTO MHUOKapauTa. He MeHee cloxHBIM —sBisgerca — auddepeHimanibas
nuarHoctuka JJKMII u takux BIIC, kak BpokJieHHass HEJOCTATOYHOCTh MUTPAIBHOIO KIIAlaHa,
anomanus Domreitna. JIKMII cnenyer nuddepeHunpoBaTh ¢ HaCIeICTBEHHBIMU CHHIPOMAMU,
coueratoummucs ¢ JAKMIIL: cunnpom JAKMII-mukponedanuu; cuagpom AKMII - anomanmm
reautanuii; JIKMII B coderaHnM ¢ KarapakTod W MCKpUBIEHHMEM I03BOHOYHMKA; JIKMII un
THIEPTOHAJOTPONHBIA TUnoroHaanm3sM u jap.Merabommveckue ¢opmbl  JAKMII y  nereit
BcpevaroTes  peaxo. "(11,13,18). YV wnoBopoxmeHHbiX gereit JIKMII Moker pa3BUTHCS
BCJIC/ICTBHE THUIOIIMKeMUd u runokansimemun’(5,13,18).HekoTopbie aBTOPBI  IOMYCKAIOT
passutue JIKMII y nereii BciencTue HecOaTaHCUPOBAHHOTO MUTAHUS IIPU MUKPOIIEMEHTO3aX.

B martorene3ze 3a0oneBaHUS WrparOT pPOJb CBHUHIIOBHIC, CEJICHOBBIE, KaIMHUEBBIC,
JIMTUEBBIEC, JKeNIe301ePUIIMTHBIC MUKPOdTeMeHTo3bI " (1,8).

Habmtoienust KIMHUIUCTOB, MIPEICTAaBICHHBIC B TUTEpAType, MOKa3biBatoT, uto JJKMII y
JeTe MMEeT NpOorpeccUupyroliee TeueHue, KOTOpOe YCyryoOnsieTcss HaaudueM (POHOBBIX
3aboseBaHuil y peOeHKa, apUTMOTEHHBIMU OCIIOKHEHUSIMH, TpOoMO03IMOouueit (4,13).

TpomOoamboaueckue ocnoxkueHus: y aeret ¢ JJIKMII nabmrogatorcs penko, OMUCAHBI
TpOMO03MOOJIMU COCY/IOB TOJIOBHOI'O MO3ra ¢ pa3BUTHeM remumnapesa. He meHee omacHbIM B
OTHOILIEHUHU MTPOTHO32 ABJIAIOTCS CIOKHBIE HAPYIIEHUSI pUTMa Cepla.

[Tocneanue HaOMIOEHUS KapAHOJIOTOB CBUIECTENBCTBYIOT O Oosiee OJaronpusiTHOM
teuenun JJKMII y nereit u roHOIIeH Mo cpaBHEHHUIO co B3pociubiMu. (5,7,16,20). OtnaneHHbie
HaOII0IEHUS TIO3BOJIMIIM BBIACTUTH clieAytonue Bapuantel TeueHus JJKMII y nereit

1) mporpeccupyrouiee:

e OBICTPO TIporpeccupytomiee (HeOIaronpuaTHBIA UCX0l OOJE3HU C MOMEHTA TOSBICHUS
MEPBLIX CUMIITOMOB 3a00JI€BaHUS B T€UEHNE HECKOJIBKUX YaCOB, THEH U MECSIICB);

e MEJUICHHO IpPOrpeccUpylollee - HapacTaHHE NMPU3HAKOB CEPACYHOW JIEKOMIEHCAUH U
YXYIIIEHUE MOoKa3aTeled MHCTPYMEHTAILHOIO MCCIEAOBaHUs, a TaKXKe, JIETaJbHbIE HUCXO/bl B
TeyeHue 2- 5 u Oonee ner; OonmpHbie JIKMII ¢ KIMHHKO-WUHCTPYMEHTAIBHBIMH JIaHHBIMU
CTaOUIN3allMY MaTOJIOTUYECKOTO MPOoLiecca B CEp/ille, HO B KPUTHUECKUX CUTYAIUSIX (BHPYCHBIE
UH(pEKIUY, BOCMATUTENbHbIE 3a00JIeBaHUS W TMp.) C TMPU3HAKAMU HAPACTAHUS CEpJICUHOU
JICKOMITECAIIMM W CHIKCHHEM LEHTPAIBHOM TIeMOJIMHAMUKU Ha 2-3 CpeIHEKBAJAPATHYHBIX

OTKJIOHCHHI OT BOSp&CTHOﬁ HOPMBI, CBUACTCIIBCTBYIOIINEC O HEAOCTATOYHOCTHU KOMHCHC&TOpHOI\/'I
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byHknun  cepaua. Takxke OOJbHBIE C TSDKEIBIMH HapyHICHUSIMH PHUTMa  CEpICYHOM
JesATEeIbHOCTH;

2) crabmibHOE: JETH C TOJOXHUTEIbHON KIMHUYECKOW IMHAMHUKOW 3a0ojeBaHus, y
KOTOPBIX TPH TOBTOPHBIX  OOCJIEJOBAHUSAX OTMEUAICS KOMIICHCHPOBAHHBIA  PEXUM
reMOJIMHAMHUKU Ha ()OHE YMEHBIICHHUS CTETCHU AWJIATalluu MOJOCTEH cepala Mpu OTCYTCTBUU
CYOBEKTHBHBIX MPOSIBICHUN maTojoruu. [Ipobiema nepBUUHBIX (MIMONATHYECKUX) MOPAKEHNUH
MHOKapJia WJIM TaK Ha3bIBAEMBIX KapJHOMHOIATHH SBISIETCS OTHOCHUTENBHO HOBOW. Tem He
MeHee, HHTEPEeC UCCIIeIoBaTeIei BO BCEM MUPE K TaHHBIM 3a00JIEBaHUSM UPE3BbIYaiHO BBICOK.

DTO CBSI3aHO C HCTHHHBIM YBEIMYCHHEM YacCTOTHl HMX BO3HUKHOBEHHS, TSIKEIIBIM
TEUYEHUEM, YAaCTBIM DPAa3BUTHEM XPOHHUYECKOW CEpIEYHON HEIOCTaTOYHOCTH, OTCYTCTBHEM
3 PEKTUBHBIX METOJOB JICYCHHS, BBICOKOW WHBAIMAM3ALMEH M CMEPTHOCTHIO OOJBHBIX
(2,7,10,26). HeBponoruueckue HapylleHHsS XapaKTEPH3YIOTCS pPa3BUTHEM OHHIE(AIONATHH B
pe3yabTaTe CepAedYHOM HEJOCTATOYHOCTH, OTCTaBaHHEM B IICMXOMOTOPHOM pa3BUTUH. OJHAKO
BCE CIELHUATUCTHI CXOIATCS BO MHEHHH, YTO, YeM paHblIe 0OHapyKeHO 3a00JieBaHKME U HAYaTo
JeYeHue, TeM ONTUMHUCTUYHEE IMPOrHo3. Tak, HauOoJbIlas BbDKMBAEMOCTh HAOIIOJAETCS y
nereit pannero Bo3pacra'’(11,15,20,25)..

HemHorouncieHHple  KIMHUKO-MOP(OJOTHUECKHE  HMCCIICOBAHUS,  IOCBSILCHHBIC
0COOEHHOCTSIM 3THUX OOJIE3HEH MBIIIIBI CEPALA Y JETeH, TepaneBTHYECKUM OAX01aM IIPU HHX,
0a3upyr0TCs HA OTHOCUTENILHO HEOOIBIIOM KIMHHYECKOM MaTepuae, IpHu TOM HAOIIOACHUS 32
OOJIBHBIMH HETIPOJOJDKUTENIbHBI, MHOTHE BONPOCHI OCTAIOTCS CIOPHBIMH W OKOHYATEIHHO
HepaspemeHasiMu (3, 4, 16, 22,23). Jlo cux mop HET €IUHOro B3TJsLAa Ha MPOOJIEMbI
KapJHOMHOIIATH, HET OOLIETIPUHATHIX KPUTEPHEB AUATHOCTHKH PA3IUYHBIX UX OPM Yy JETeH.

PacriosnaBanue »Tux 3a0oneBaHuil y AeTel, OCOOCHHO HAa pPaHHUX O3Talax pPa3BHUTHS,
IPE/ICTAaBISET ONPEACICHHYIO CIOXHOCTh M COINPSDKEHO C JWArHOCTHYECKMMH OIIMOKaMHu B
CBSI3U CO CXOJICTBOM KIMHUYECKUX MPOSIBICHUH KapIMOMHONATHI C IPYTUMH 3a00I€BaHHUSIMU.

[lpu »>TOM TmO3MHSS [MArHOCTHKA, PAa3BUTHE HEBPOJOTMYECKUX OCIOXKHEHHH U
OTCYTCTBUE OOHAJEKMBAIONINX METOAOB JICUEHHsI OOYCIIaBIMBAIOT KpaiiHe HEOIarompusTHBINA
NPOTHO3 TP JaHHBIX 3a0oneBanusx (7, 16,18,21,24).

Bce »3TO ompenenser aKkTyaJbHOCTh JIAHHOM MPOOJIEMBI U CIY’KUT JOCTaTOYHO
apryMEHTHPOBAHHBIM OCHOBaHUEM ISl JAIbHEHIIETO M3YUeHHs PA3IMYHBIX HEBPOJIOTHYECKUX
aCleKTOB KapJMOMHUONATUH, COMPOBOXIAIOUIMXCS CHHIPOMOM XPOHHUYECKOH cepaeyHOi
HE/I0CTaTOYHOCTH U 33I€P>KKON TICUXOMOTOPHOTO PAa3BUTHSA Y J€TEH.
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