AaBa 5.

COEAVNHUTEABHOTKAHHBIE AUCNAA3UN
KAK AKTYAABHAY MEXANCUNNAUHAPHAS
NMPOBAEMA NEANATPUN

5.1. CUHAPOM AUCNIAQ3UN COEAUHUTEABHOMN TKAHU CepALa

CuHOpom coeouHumeAbHOMKAHHOU OUCHAG3UU cepola OObETUHSIET MHO-
TOYMCIICHHYIO TPYIITy aHOMAJIWi KapKaca cepilla U 3aciIyKMUBaeT 0CO-
00ro BHUMaHMSI BBUIY €r0 BBICOKOM pacrpOCTpaHeHHOCTH, 3HAUMMOC-
TH KJIMHUKO-(QYHKIIMOHABHBIX TTPOSBICHUN W TSKECTU OCIOKHEHMUIA.
PaszButue npencraBicHuil 00 3TUX aHOMAaJIMSIX CTaJI0 BO3MOXHBIM OJia-
romapsi BHEAPEHUIO B MPAKTUKY dXOKapauorpaduueckoro ucciaeaona-
Hus. OnHako b B 1987 1. B kiraccudukanuio Heto-Mopkcekoit acco-
LIMALMK KapAUuOJOroB ObIM BKJIIOYEHbI COSAMHUTEIbHOTKAHHbBIE AMUC-
TUTa3UM cepiia 2 STUOJOTHIECKUX KIaccoB. K mepBomy Kiraccy oTHece-
HbI IMddepeHIMpPOBaHHbIE AHOMAIUN; KO BTOPOMY — U30JMPOBaHHBIE:
W30 TMPOBAHHEBIN 1 KOMOMHWPOBAHHBINA KJIAITAHHBIN MTPOJIATIC, a0pTallb-
Hasl peTypruTaims, BeIOyxaHe a0OpTaJbHOTO KOJIbIa, aHEBPM3Ma JIETOU-
HOW apTepum.

B 1990 r. B OMcke (Poccus) Ha cMMIIO3UyMe, MOCBSIIIIEHHOM TPO-
OieMe BPOXIEHHON AUCIIa3uM COCIUMHUTE]bHOM TKAHU, CEpAeUYHbIC
JQUCTUTA3WH OBUTH BBIIEICHBI B CAMOCTOSITEIBHBIN CUHIPOM, BKITIOYAIO-
LIMH TIPOJIATIChl KJIaTaHOB ceplia, aHEBPU3Mbl MEXIIPEACEPAHON Tepe-
roponku U cuHycoB BanbcanbBbl. B HacTosiee BpeMsl B JIUTeparype
UMeeTCs O0JIBIITOE KOJTMIECTBO PaboT, TPOIEMOHCTPHUPOBABIINX KJIUHH -
YyecKoe 3HaYeHMe 3TOro CMHAPOMa U MOoKa3aBIlIUuX, YTO, TOMUMO Ha3BaH-
HOTO BEHIIIE, B 3TY TPYIITY CIEAYEeT BKIFOYUTD JIOKHBIE XOPABI M1 MHOKE-
CTBO JIPYTUX MaJlbIXx aHOMauit pazsutus cepaua (MAPC).

Manble aHOMaJIMy cepalla MPeACTaBISIOT COO0M TeMoAMHaAMUYECKN
MaJIO3HAYNMble aHATOMUYECKNE U3MEHEHUS Cepalia U MarucTpaibHbIX
cocynoB. I1pu aToM mpuHUMM OLIEHKH (DYHKIIMOHATbHON 3HAYUMMOCTH,
KOTIa pedb MAET O CTPYKTYPHBIX MedeKTax, SIBISIETCS JOCTATOYHO
yCIOBHBIM. Tak, IBYCTBOPYAThIi a0pTaJbHBIM Ki1anaH 0ObIYHO HE MpH-
BOIWT K HApYIIEHUIO a0PTAITbHOTO KPOBOTOKA, OMHAKO MMEHHO ITPH 3TOM
aHOMAaJIMY YacTOTa BHE3aITHOW CMEPTH BBIIIIE, yeM B onyasiuu. C apy-
Toil CTOPOHBI, W TIpeyBendeHNe DYHKIIMOHAIBHON 3HAYNMMOCTH CTHT-
MbI B CEPJILIE TAKXKE HE OMPABIAHHO.

95



haBa 5. Coe AMHUTEABHOTKQHHBIE AUCIIAQ3UN KOK QKTYQAAbHQST MEXKANCLINMAMHQAPHASI. ..

B nmuTeparype mmpoKo mpeacTaBieHbl JaHHBIE B OTHOIIEHUN TaKUX
MaJIBIX aHOMAaJIMI cepalla, Kak aHOMaJIbHO PacCITONIOKeHHBIE TpaOeKy-
JIbI, JIOXKHBIE XOP/IbI B JIEBOM XEJIyI0UKE, TPOIanchl MUTPAJIbHOTO U TPU-
KyCIUAAJIbLHOTO KianaHoB. OgHaKo BO MHOTOM TPOAOJIKAETCS Omuca-
TeJibHOe U HakomuTeabHoe uccienoBanue MAPC. B To ke Bpems He
n3ydeHa UX PacIpoCTPAaHEHHOCTh B TOIYJISIIINM, HET CUCTEMHOTO TIO/I-
X0Jla K AMarHOCTHKE, OlleHKe TeMOAMHAMUKM U TIPOTHO3A.

B 1997 r. C.®. I'nycaeB u 10.M. Benosepos mpeaaoxuin pabouyyo
MopoJIornuecKyto kjaaccugukalimio, B KOTOpoil yka3biBaeTcs 29 aHa-
TOMMYECKUX OTKJIOHEHUI B CTPYKTYpE Pa3IMUHbIX OTAEJOB cepaia (1o
JaHHBIM 3xoKapauorpaduu y aeteit 1—12 jiet momoOHbIe Majible aHOMa-
JIMK cepaLa BeIABIAoTCs B 98—99 % ciyyaes).

1. Ilpedcepous u mexcnpedcepdonas nepecopooka

1.1. ITponabupyolunii KjianaH HUKHEH 00 BeHbI
1.2. YBenuueHHast eBcTaxueBa 3acjioHka ooyiee 10 MM
1.3. OtkpniToe oBanbHOe OKHO (OOO0)
1.4. HeGonblnas aHeBpU3Ma MEXIIPEICePIHON MTeperopoaKu
1.5. AHOMaJIbHbIE TpabeKyJibl B MPaBOM Ipeacepaun
1.6. INponabupyroliye rpedeHYaThie MBILLIILIBI B [IPABOM MPEACEPINT
2. TpukycnuodanvHolii Kaanau
2.1. CMelieHne cenTajbHOI CTBOPKHU B IIOJIOCTh IIPABOTO KEJIy-
nouka B mpenenax 10 MM
2.2. Jlunatalust TIpaBOro aTPUOBEHTPUKYISIPHOTO OTBEPCTHUS
2.3. [IponabupoBaHue TPUKYCITUIATBHOIO KJalaHa
3. Jlecounas apmepus
3.1. Jlunarauusi CTBOJIA JEFOUHOW apTepum
3.2. [IponabupoBaHue CTBOPOK KJlarnaHa JIEFOYHO apTepuu
4. Aopma
4.1. [TorpaHUYHO y3KUIT KOPEHb A0PThI
4.2. [TorpaHUYHO HIMPOKUI KOPEHb a0PThI
4.3. IunaTtaius cMHycoB BanbcaibBbl
4.4. IBycTBOpYATHIf a0OpTaJbHbBII Ki1anaH
4.5. AcuMMeTpusi CTBOPOK aopTaJIbHOTO KjalaHa
4.6. I[IponabupoBaHue CTBOPOK aOPTaJbHOIO KjlallaHa
5. Jlegwit acenydouek
5.1. Jledopmaiiysi BBIHOCSILETO TpaKTa XeJayJ0o4uKa ¢ CUCTOJIMYeC-
KHAM BaJITUKOM B BepXHEU TPETH MEXKKEITyIOUKOBOM TTeperopoaKn
5.2. IIpononbHas TpabeKyJia B IOJOCTHU JIEBOTO KeJIyIouKa
5.3. [lonepeuHas TpabekyJsa B MOJOCTU JIEBOTO XeJTyaTouKka
5.4. InaroHanbHas TpabeKyja B IIOJOCTH JIEBOTO XeIya0ouKa
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5.5. HeGounbliast aHeBpru3Ma MEXKeTy10UKOBOI Meperopoaku

6. MumpanvHblii Knanat
6.1. [IporabupoBaHre MUTPAIBHOTO KJIalmaHa
6.2. DKTOMMYECKOEe KpeIJIeHUe XOp/I MepeIHell CTBOPKM KilanaHa
6.3. DKTONMYEeCKOEe KpeIUIEHUE XOP/ 3aHEel CTBOPKM KJlaraHa
6.4. HapymreHHOe pacripeniesieHrue Xop TiepeTHe CTBOPKM KiiaraHa
6.5. HapyiienHoe pacrnpeneneHue Xop/ 3aJHEN CTBOPKM KJiaraHa
6.6. JlomoTHUTETbHBIC TPYITITHI TATTVILISIPHBIX MBITIII]
6.7. AHOMaJIbHOE PACIIOIOKEHNE OCHOBAHUSI AIMJUISIPHBIX MBbILLILI

Knaccndukaumsa C.®. 'mycaesa u KO.M. benoseposa mpeacTasisi-
eTCs IePCIeKTUBHON 11 JaJbHEUIIMX MCCIeI0BaHUI 0COOEHHOCTEMN
WHTpaKapIHaIbHBIX CTPYKTYp Cepama, HO BMECTe C TeM OHa He hcuep-
nbIBaeT Bcero MHorooopasuss MAP cepnua. Kpome Toro, psin aBTopoB
MOAYEPKUBAIOT HEKOTOPYIO TEPMUHOJIOTUYECKYIO HECOTIaCOBAHHOCTb,
CYIIECTBYIOIIYIO B TUTEpaType U NaHHOU kiaccudukanum. Hampumep,
JU1s1 0003HAYEHMST COEAMHUTEIbHOTKAHHBIX TSKEH, OTXOASIIMX OT Ta-
MUJUISIPHBIX MBIIII ¥ KPETISIIINXCSI K MEXOKeITyI0IKOBOM TTeperopoake
WJIM 3aIHEH CTEHKE JIEBOTO KeJya0o4yKa, aBTOPhI MCIOJIb3YIOT TEpPMUH
«IKTOIMUYECKOE KPEIIeHUE XOp», MO CYIIECTBY 3aMEHSISI 9TUM TePMU-
HOM y3Ke OOIIETIPUHSATOE TIOHSITUE «JIOXKHAs XOPIa».

Benayiiee MecTo B cCMHApPOME AUCILIA3MU COCAMHUTEIbHON TKAaHU cep-
JIa 3aHUMAOT TIPOJIATIC MUTPAIBHOTO KJIallaHa, aHOMaJIbHbBIE TPaOeKy-
nbl (AT) 1 ToXXHBIE XOpAkI JieBoro xenyaouka (JIXJIXK).

5.1.1. [IlponQnc MUTPAABHOIO KAQNAQHA

B neTckom Bo3pacTe mpoJiaric MUTPaJbHOTO KjaraHa SIBJISIETCS Hau-
OoJiee pacipocTpaHeHHOU (hOpMOI HapyIIEeHUs CTPYKTYPbl U (PYHKLIMU
KJIarlaHHOTO arnmnapara cepala.

BnepBbie aycKyabTaTUBHBIN (DeHOMEH CPEIHEeCUCTOJMUYECKUX IIe-
YKOB, HE CBSI3aHHBIX ¢ U3rHaHueM Kposu, onucaiu Cuffer u Borbillon B
1887 romy. B 1892 roay Griffith ormeTn1, 4TO BepXyllIEUHbI MO3IHECU -
CTOJIMYECKUIA IIYM COOTBETCTBYET MUTPaIbHOM peryprurauuu. B 1961
roay ObL1a omybaukoBaHa pabora J. Reid, B KOoTopoii aBTOp BIIEpBbIe
yOenuTebHO MoKa3aja, YTO CPEAHECUCTOIMYECKIUE IEeJTUKU CBSI3aHbI C
HaTSKEHUEM TpeaBapuTesIbHO pacciiabieHHbIX Xopa. HemocpencTBeH-
Hasl TIpUYMHA CUCTOJIMYECKUX ILEeJTYKOB U MO3AHETO IIyMa cTaja U3Bec-
THO# mociie pador J. Barlow u coaBT. ABTOpHI, TpoBOoAUBIINE B 1963—
1968 rr. anTHorpaduyeckoe oodciIeToBaHKe OOJIbHBIX ¢ YKa3aHHOM 3BY-
KOBOI CUMIITOMATUKOM, OOHAPYKUJIU, UTO CTBOPKWA MUTPAILHOTO Kja-
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ImaHa CBOeoOpa3HO «IIPOBUCAIOT» B ITOJIOCTH JIEBOTO MPEaCepaus BO Bpe-
MsI CUCTOJIBI JIEBOTO Xeynouka. Takoe coueTaHrne CUCTOINIECKOTO IIIyMa
U 1LIETYKOB C 6JITTIOHOBUIHOM necopMalineli CTBOPOK MUTPAIbHOTO KJla-
IMaHa U XapaKTePHBIMU 3JIEKTPOKAPANOTPADUICCKUMI TTPOSBICHUSIMU
aBTOPHI 0003HAYMJIM ayCKYJIbTaTUBHO-3JIEKTPOKapaAUOTrpapuiIecKum
cuHApoMoM. B mocienyonux McciegoBaHUSIX €ro cTajlu 0003HaYaTh
Pa3IMIHBIMUA TEPMUHAMU: «CUHIPOM IIETUKa», «CUHIPOM XJIOTAOIIe-
To KJallaHa», «CHHAPOM IIeI9Ka U IyMa», «CUHIPOM aHeBpU3MaTHJIeC-
KOro NmporubaHusi MUTPAILHOTO KJamnaHa», «CUHApoM Barlows», cuHa-
poM DHma u ap. TepMuH «poJianic MUTPaJbHOTO KjlaraHay», MOJIyYuB-
1M B HacTosllee BpeMsi HauboJblliee pacrpocTpaHeHue, BIepBbie
npemoxeH J. Criley.

B coomeemcmeuu c onpedensenuem sxcnepmos Amepuxkauckoil Kapou-
onoeuueckoil accoyuavuuu (1998), IIMK aeanemcs cocmosinuem, npu Ko-
mopom 803MOJNCHO cMeujeHue 00HOU UAU 00eux cmeopox MumpaibHO20
KaanaHna 66epx u Ha3ao HAd NAOCKOCHbIO €20 K0Abla 60 6PeMA CUCHObL
C ux «npo2ubom», «GbINAMUGAHUECM», <HPOGUCAHUEM» 8 NOAOCMDb 1€6020
npeocepous.

B 3aBuCHMMOCTH OT MeTOIA OOCIEIOBAHUS, UCTIOIb3YEMBIX KPUTEPU-
€B IMAarHOCTUKHU U 00ciiemyeMoro KontuHrenra yactora [IMK B morry-
Jsumn Kojieoercst ot 1,8 1o 38 %. W3 1ByX CTBOPOK MUTPAJIBHOTO KJTa-
IaHa yale mpoixadupyer nepeaHsst — B 44,5—77,4 % caydaeB, mposna-
OupoBaHMe 3aIHEN CTBOPKM OTMeYeHO B 22,6—23,3 %, 00enx CTBOPOK
MMTpajbHOIO KiamnaHa — B 33,1 % ciayyaeB. MHoOrue aBTOpbl OTMEUAIOT
6ompiryio pacripoctpaneHHocTb ITMK cpeny xxenmmH. Tak, mo JaHHBIM
A. Gemelli 1 coaBT., y K€HIIIMH OH BCTpeyaeTcs B 2 pasa yalle, 4YeM y
MyxX4yuH. MakcumaibHO pacrnpocTtpaHeH [IMK cpeau >XeHIWH B BO3-
pacte 20—29 net, cpenu My>XunH — B Bo3pacte 30—39 ner.

Yacrora [IMK y gereit konebaercst ot 2 10 16 % v 3aBUCUT OT Me-
To/a ero BbISIBJeHUS (aycKyjabTalusi, (hoHOKapauorpacbus, 3xokap-
nnorpadus). CormacHo ganHbeiM FO.M. Benoseposa (2006), yactora
ITMK yBenuuyuBaetcs ¢ Bo3pacToM. Yaiie BCero oH BbISIBASETCS B
Bo3pacte 7—15 net. Y neteit 1o 10 yieT nposanc MUTpaJibHOTO KJlara-
Ha BCTpeyaeTcss NPUMEPHO OAMHAKOBO YacTO Y MaJIbYUKOB U JEBO-
yek, rmocjie 10 1eT — 3HauYuTeIbHO Yalle 00HapyXXKMUBaeTCS Y AEBOUEK
B cooTHoleHUHU 2 : 1. Y HoBopoxaeHHbIX cuHapoM [TMK BcTpeuaeTt-
Csl Ka3yUCTUYECKM peKo. Y JeTeil ¢ pa3anyHOi KapauaaibHOU maTo-
norueit [IMK obHapyxkuBaetcst B 10—23 % ciay4yaeB, 1OCTUIAaeT BbICO-
KMX 3HAQUEHU I PU HACJIEACTBEHHBIX 3a00JIEBAaHUSIX COSIUHUTENbHOMI
TKaHU.
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DOMOpPHOJIOTMsl MUTPAJIBHOTO KJanaHa

IMocne ciusHUsa 3HIOKAPAMAIBHBIX MOAyIIeueK Ha 4—6-i1 Hegeme
BHYTPUYTPOOHOTO pa3BUTHS TUI0/1a (HOPMUPYIOTCS JIEBbIA U TIPaBbIi aT-
PUOBCHTPUKYJIAPHDBIC KaHAJbI. ITo OKPY>KHOCTH JICBOTO aTPMOBECHTPU-
KYJISIPHOTO KOJIblIa BOZHUKAET JJOKAIM30BaHHAas Tpotudepalius Me3eH-
XUMaJbHOM TKaHM, KOTOpas B L[aaneﬁmeM C TOKOM KPOBH OITyCKACTCA
B IIOJIOCTh XeJIyJI04YKa M CJIMBAETCS C MBIIIEYHOU TKaHbIO, (DOPMUPYS
MBIIIEYHBIN TSTK. B z[aaneﬁmeM MbIIIE€YHAadA TKaHb Tsd2Ka JEr€HCPUPYET
U 3aMEIIacTCAd COCHHHHTCHBHOﬁ TKaHbIO C 06p2130BaHI/ICM CYXO2KMJIbHBIX
Huteid. [lepBUYHbIE CTBOPKU COCTOSIT U3 COSAMHUTETbHOM TKAHU € 00JIb-
MM KOJIMYECTBOM MMUKCOMATO3HOTIO MaT€pHraja. B I[aJ'II)Hef/)IllIeM npo-
ucxoauT nuddepeHIMPOBKa CTPYKTYPHBIX 2JIEMEHTOB KJlarlaHa, HaIllpaB-
JIeHHasl Ha yJydyllleHWe ero 3anupaTeabHON (QyHKIIMN.

HopmanbHas ¢hyHKIMOHAIBHAS AHATOMUS MUTPAJIBHOIO KJIanaHa

MuTpanbHBIi KJIallaH — CI0XHaS KOMITJICKCHAS CTPYKTYpa, SJIeMeH-
TaMU KOTOPOI SIBJISIOTCSI COCAMHUTEIbHOTKAHHOE aTPUOBEHTPUKYIISIP-
HOE€ KOJIbIIO, CTBOPKH, TTANTMJUISIPHBIC MBITIIIBI M CYXOXUIbHBIC XOPIHL.
B ¢yHKIIMOHANBHOM OTHOIIEHWHU B amnmapaT MUTPaJIbHOrO KJlallaHa,
MOMMMO YKa3aHHBIX CTPYKTYP, BKIJIIOUAIOT JIeBOE TpeJAcepanue U JIeBbIid
KeTyI0veK.

I'paHu1IBI ¥ pa3Mephl JIEBOrO MPeACePAHO-KEIyI0UYKOBOTO OTBEPCTUS
oTpeeNsItoTcs (pMOPO3HBIM KOJBIIOM, KOTOPOE Y AeTEH MITAIIIETO BO3-
pacTta uMeeT OKpyTiayio (GopMy, a B cTapileM BO3pacTe — OBaJbHYI0. Y
JETEeH MePBBIX JIET XKU3HU (PUOPO3HOE KOJBIIO COACPKUT, TOMUMO ITyd-
KOB KOJIJIATEHOBBIX U 3JIACTUYECKUX BOJIOKOH, 0OJbIIIOE KOJIMUYECTBO
(puOpoLIUTOB, YeM OOBSICHSIETCSI OTHOCUTEIbHAS JIETKOCTh paCIIUPEeHUS
KOJTbIIA IIPY AWJIATAIlAM JICBOTO XKeIyIouKa U TIpeIcepauns. Y neTeii crap-
LIMX BO3PACTOB IMyYKH KOJIJIAT€HOBBIX BOJIOKOH CTAHOBSITCS TOJIIIE, 3J1a-
CTUYECKUX BOJIOKOH MaJio, OHM HaXOASITCS TIIaBHBIM 00pa3oM B 00J1acTH
OCHOBaHMUSI CTBOPOK.

Y neteit no 3 JeT IMHA OKPYKHOCTH paBHa 3,5—4,3 cm (B 50 % ciy-
yaeB), 4,4—5,2 cm (B 25 %) u 5,3—6 cm (B 25 %). K 7 romam Xu3Hu
OKPY>KHOCTb JIEBOTO ITPeACEPAHO-KETYA0UKOBOIO OTBEPCTHS BO3pACTaeT
10 6,1-7,5 cM 1 x 18 rogaM mpuHUMAaET ImapaMmeTphl ceplia B3pOCIOro.

MuTpasbHbIi KitanaH B 62 % ciiydaeB MpeacTaBlIieH ABYMS TJIaBHBI-
MU CTBOPKaMMU, JIOTIOJTHUTEIbHEBIE CTBOPKH OIpeAeIsioTcs B 38 % ciy-
YaeB 3a CUET PACIICIUICHUS 3aIHEN IIABHOU CTBOPKM.

INepennemMenunanbHast (aopTajibHasi) CTBOPKa KianaHa (hopMUpyeTcst
13 a0PTOMUTPATBLHOIO (prOpo3HOro rmpomopkeHust. OHa uMeeT OOJIbIION
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CBOOOIHEIN Kpaif W OOJBIIYIO TUIOMIANb, OMHAKO 3aHUMAaeT MEHbBIIee
MECTO IO OKPYKHOCTH. 3aIHSISI CTBOPKA KPETTUTCS Ha OOIBIIIOM TIPOTSI-
KEHUU MO OKPYXXKHOCTH, UMEET OTHOIICHUE K 3aJHEil CTeHKE JIEBOTO
JKeJTyA0oUKa W HUKHEH! CTEHKE MEXCKeTyIOUYKOBOM Meperoponku, dop-
MUPYS OIHY U3 CTEHOK JIEBONIPEACEPIHOTO BHIXOAHOIO OTBEPCTHUSI.

VY neteit 1o 3 geT nepeaHssl cTBopKa uMeeT B mupuHy 0,5—1,5cM u B
Boicoty 0,3—1 cM, 3agHsst — cooTBeTcTBeHHO 0,6—2,5 11 0,2—0,6 c™m. Y
neteit 4—10 JieT TIepeaHsIsT CTBOPKA COCTaBJIsAeT B IKUpUHY 1,6—2 cM, B
BoeicoTy — 1,1—1,6 cM, 3agHss — cootBeTcTBEHHO 2,6—4 11 0,7—1 cm. K
18 rogam nepeaHsIsi CTBOPKA JOCTUIAET B IIMPUHY 10 3 CM, B BBICOTY A0
2,8 cM, a 3aJHsIS1 — B IIMPUHY 110 5,7 CM, B BBICOTY 110 2 CM.

CyXOXUJIbHBIE XOPAbl OTXOIST OT COCOUKOBBIX MBIIIL], B OCHOBHOM
MPUKPETUISIOTCS TI0 CBOOOITHOMY Kpafo CTBOPOK M B MEHBIICH CTeTICHU
10 BCEH MX XeJIyTOIKOBOI IMTOBEPXHOCTH BIUIOTh 10 (DPUOPO3HOTO KOJIb-
1a. MHorue xopasl nepea MpukperuieHeM K CTBOPKE pas3iesisitioTcsl Ha
pan HuTeil. KonndecTBO MPUKPETIISIONINXCS CYXOXKMIBHBIX XOPI K
ctBopkaM Bapbupyet ot 20 1o 70. K cBoG0ogHOMY Kpato nepeaHeit CTBOpP-
KM IpUKpeTuIsitorest oT 11 10 25 Xopi, K KeJlyT04KOBOU MOBEPXHOCTU —
ot 8 10 15 xopa. Ha 3amHeit ctBopKe (PUKCUPYETCS [0 CBOOOJHOMY Kpato
20—45 xopa u K xenynoukoBoii moBepxHoct — 10—20 xopa. K ocHoBa-
HUIO 00eMX CTBOPOK MpUKpeEIuisieTcs: oT 5 1o 15 xopa.

CyXOXUJIbHBIE XOPAbI OT KaXI0i COCOUKOBOM MBIIILIbI TTPUKPETLISI-
FOTCST TIPEUMYIIECTBEHHO K COOTBETCTBYIOIIE! CTBOPKE M B MEHBIIEM
yucje K coceaHeit. JInmHa repeaHuX Xopa B BO3pacTe 10 3 JIeT COCTaB-
asiet 0,3—1 cMm, y 4—10-netHux — 0,7—1,5 cM, K 18 rogaM oHU JocTUTa-
1oT 1,2—1,8 cM. 3agHue CyXOXWJIbHbIE XOpbl Y eTeil B Bo3pacTe 10 3
net umetoT B mnHy 0,3—1,2 cm, y 4—10-netaux — 0,8—1,6 cMm, K 18 To-
JaMm oHM gocturaior 1,2—1,8 cM.

INanuansipHble MBIIILBI SIBISIOTCS HEMOCPEACTBEHHBIM MPOIOJIKE-
HUEeM MUOKap/a, Jallle BCETO BCTPEYAIOTCS IBE COCOYKOBEBIC MBITIIIHI,
OTXOASIIIME OT MepeaHeil U 3aaHell CTeHKHU keaynouka. dopma cocou-
KOBBIX MBI pa3HOOOpa3Ha, OHU MOTYT UMETh 00llee OCHOBAaHUE U
HECKOJIbKO BEPXYIIeK, OMHO OCHOBAaHME W OJHY BEPXYIIKY, OMHY Bep-
XYLIKY U HECKOJIbKO OCHOBaHMH. JIJIMHA COCOYKOBBIX MBILILL y AeTEH 10
3 ser cocrasister 0,5—1,2 cM, y 4—6-netHux — 0,7—1,8 cMm, K 18 rogam
ux jvHa pocturaet 2,3—3,5 cMm. Ha skcnieprMeHTanbHO MOIENIN U30-
JIUPOBAaHHOTO MUTPAJBHOTO KJlarlaHa MoKa3aHo, YTO Harpy3ka Ha 3aj-
HeMeIUaIbHYIO TTaNWIISIPHYIO MBIIIIY 3HAYUTENbHO OOJIbIIE, YeM Ha
repeaHenarepaibHylo. B coorBercTBUM ¢ MexaHn3MoM PpaHka — Crap-
JIMHTA TATVJIISIPHBIE MBITIIIB BEAYT ce0sT KaK CETMEHTBI CTEHKH JIEBOTO
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xenynouka. [Tpu neprnieHAUKYISIpHON OPUEHTAIMU MBI K CTBOPKaAM
ocylecTsiisieTcsl HauboJsee 3hGheKTUBHBIN pexXuM ux padoTsl. Eciu Je-
BBII Xenyno4yeK AUaaTUpyeTcs, TO NaNWLISPHbIE MbILILBI OPUESHTUPO-
BaHbl K CTBOPKaM TaHI'€HIMAJIbHO, MPU 3TOM Harpy3ka Ha MbIIILbI CY-
LIECTBEHHO BO3pacTaer.

Ha xapakTep KpoBOTOKa Uyepe3 MUTPAIbHbBIN KJlaflaH BIMUSIOT 00beM
KPOBHU, U3TOHSIEMOI BO BpeMsl COKpALEHUsI MpPencepausl, CTENEHb pe-
JJaKCallMU U BpeMsl IMACTOJIMYECKOro HAIMOJHEHUS JIEBOTO XKeIyA0uKa.
BosHukaroliuii BHOpMe BUXpEBOI MOTOK KPOBY 32 CTBOPKAMU MUTPaJIb-
HOTO KJIarlaHa BO BPEMsI IUACTOJIbI MMPEMSITCTBYET (DOPMUPOBAHUIO TPOM-
00B Ha KJlafnaHe, a TAKXe CIIOCOOCTBYET 0oJiee TIOTHOMY COIMPUKOCHO-
BEHMIO CTBOPOK, MPEAYIpekaas perypruTauuio.

ITaTonornyeckasi aHATOMUS NMPU MEPBUYHOM MPOJaNCe MUTPAJILHOIO
KJanaHa

Fernex n Fernex nepBbIMU ONMuUcaJIM aHATOMUYECKYIO KapTUHY TTPU
CUHIpOME CBOOOIHO OOJITAIOIIErocs KijarnaHa, MPUBOASIIETO K TKe-
JIO MuTpasibHOU peryprutauuu. E. Sherman nepBbsIM NpeacraBuil pe-
3yJbTaThl MAKPOCKOMMYECKUX M THCTOJOTUYECKMX MCCICIOBAHUMN KJla-
MaHOB y eTel C aHAJTIOTMYHBIM CUHIPOMOM.

BoisiBlIeHHbIE U3MEHEHUST BKJIIOYAIOT:

1) 00BbeMHY10 U30BITOYHOCTD, J0JIBYATOCTh U YTONIIEHHOCTh CTBOPOK;

2) muiaTaluio JIEBOTO aTPUOBEHTPUKYJISIPHOTO KOJIbLIA;

3) MUKCOMATO3HYIO TpaHC(HOPMALIMIO KJIAlTaHHBIX CTPYKTYP;

4) OTCYTCTBME BOCMAIUTEIbHBIX U3MEHECHUA.

MakpoCcKONMYECKU CTBOPKU BBITJISIAST U30BITOUHBIMU, MapallioTo-
00pa3HbIMU UM UMEIOT XapaKTEpHbI OJieqHO-Ccephlit OTTeHOK. B mporecc
BOBJIEKAIOTCS 00€ CTBOPKY C MPEUMYILIECTBEHHBIM MOPAKEHUEM 3aHE.
Xopabl OOBIYHO YIJIMHEHBI U UCTOHUYEHBI, MOXET MPOUCXOAUTh UX (hrob-
poTuyeckas TpaHchopMauns u yroiameHne. @UOpo3Hoe KOIBIIO pac-
LIMPEHO, OJHAKO HE JOCTUTraeT TaKUX pa3MepoB, Kak npu 6oje3Hu Map-
(ana. I'ucTonornyecku npu nposance MUTPaATbLHOIO KJlarlaHa B CTBOP-
Kax onpejaesieTcs: 00JblI0e KOJIMYEeCTBO MUKCOMATO3HOIO MaTepuraia,
KOTOPBII BBISIBJSIETCSI TPU OKpacke alcian blue win ApyrumMu Kpacure-
JISIMU, CITeIM(PUIECKU pearupyolmMu ¢ MyKorojaucaxapuaamu. Muk-
coMaTo3Has TpaHchopMallrsl XapaKTepu3yeTcs MOBBIIIEHHBIM COAEP-
>KaHeM TMaJlypOHOBO KM CJIOTHI U XOHAPOUTUHCY/Ib(haTa B CTpOME CTBO-
POK MUTPAJIBHOTO KJIallaHa, TPy 3TOM BOCTIATUTETbHBIN ITPOIIECC OTCYT-
ctByeT. Hapsiay ¢ u30bITOUHBIM HAKOIJICHUEM KUCJIbIX MyKOIOJcaxa-
pUI0B B CTpOME KJjlarnaHa OIpeae/sieTcsl 3HaUMTebHOe CHUXEHUE CO-
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Jep>KaHUS KOJIJIaTeHOBBIX CTPYKTYp. TpaHchopMalnst CTBOPOK MUTPaTb-
HOTO KJIaltaHa, B HOPME PUTUIHBIX, B PBIXJIYI0O MUKCOMATO3HYIO TKaHb 1
CHUXKEHME COJEPXKAHUS KOJJIAr€HOBBIX CTPYKTYP MPUBOAUT K TOMY, UTO
B TIEPHMOJ CUCTOJIBI MO BIMSHUEM BHYTPUKETYIOYKOBOTO TABICHUS
CTBOPKH MPOrubalTCcsl B CTOPOHY JEBOIO Mpeacepaus.

Takum obpazom, HauboJiee XxapaKTepHbIM MOP(HOJOrMYECKUM U3Me-
HeHnueM npu IIMK sBisieTcss MUKCOMAaTO3Hasl AereHepalus CTBOPOK U
xopa. OgHaKO CBeAeHUSI 00 3TUX UBMEHEHMUSIX MOJYYEeHbI Y OOJbHBIX,
KOTOpBIE TIOABEPTATINCH XUPYPTUUECKOMY JICUSHHUIO 1O TTOBOAY 3aMEHBI
MUTPAJIBHOIO KJlaraHa WK MO AJaHHBIM BCKPBITHUS JIIOAEH, yMEPIIUX OT
TSIKEJI0OM MUTPabHOM HEAOCTATOYHOCTH. JlaHHbIe 0 MOP(hOJIOTrMYECKUX
M3MEHEHUSIX MUTPAJbHOTO KJIarlaHa y OOJIbHBIX C OJaronpusTHBIM Te-
yeHneM [IMK oTCYTCTBYIOT, M HaJlMdre MUKCOMATO3HON JIereHepalnu
B TaKUX CIIy4asiX OCTAeTCs MPEATONOKUTETbHBIM.

DTHONOTHS MPOJANCA MUTPAJIBHOTO KjanmaHa

s o0bsicHeHUs Ipu4YKMHBL iepBuyHoro IIMK npeaioxeHo He-
CKOJIBKO TEOPUIA.

CTOpOHHUKY MMOKApIMAIbHOW TEOPUM MPU TMCTOJOTUIECKOM HC-
cJIeloBaHUM MUOKapaa oOHapyxXwmim y 6o0iabpHbIX ¢ [IMK mHTEepCcTHIIN-
aJlbHBIN (puOpo3 u rurnepTpoduio MUOoGUOPUILI, a IPU IECKTPOHHOMN
MUKPOCKOIIMU — NereHepaTMBHbIC U3MEHEHUSI MUTOXOHApuit. Kpome
TOro, y 3TOU TpyMIibl OOJbHBIX OTMEUEHO YTOJIIeHe dHa0Kapaa. Boi-
SIBIEHHBIE U3BMEHEHHUS TTO3BOJIMIIM BbICKA3aTh MPEATOJIOKEHUE O CXO/I-
cTBe Mopdosornueckux namMeHenuit npu IIMK u xapamomuonaTuu.
Opnako J. Marlin-Neto 1 coaBT., BBIIOJHUB KOMITJIEKCHOE 3XOKapAuo-
rpacduyeckoe, paaMoHYKJIMIHOE U aHTMorpaduyeckoe ucciieJoBaHue,
He MOATBEPAWIU TUIIOTE3Y O KapAMOMUONATUYECKON 3TUOJIOTUU Tep-
BuuHoro ITMK.

PacnipocTpaHeHa Teopust peBMatudeckoit npupoasl [IMK. Oty Tou-
Ky 3peHUS TOATBEPKAAIOT cBeaeHUsI 0 OoJiblieil yactote ITMK y 60/1b-
HBIX ocTpbIM peBMaTu3MoM. Tak, N. Lembo u coaBt. ooHapyxuan [IMK
y 80 % 6GoabHBIX OCTPhIM peBMaTU3MOM. CTOPOHHMKU 3TOI TEOPUU
OOBSICHSIIOT MEXaHU3M TTPOJIAOUPOBAHUS CTBOPOK YACTUYHBIM OTPHIBOM
XOpJl B pe3yJibTaTe MOCTBOCTIAJIMTEIbHBIX U3MEHEHUM. [Ipyrue aBTopbl
CUMTAIOT, YTO pacipocTtpaHeHHOCTh IIMK mpu ocTpoMm peBMaTU3ME HE
MPEBBIIIAET €ro YacTOTY B MOIMYJISILIAN.

BoabmuHCTBO MccaenoBaTeseil SBISIOTCS CTOPOHHUKAMM KJlaraH-
HOI Teopuu. DTa Teopusl MpearnoaraeT HaludMe reHeTUYeCcKu neTep-
MUHHUPOBAHHOTO JieheKTa KoJuiareHa, 4To MIPpUBOAUT K CJ1abOCTU COeau-
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HUTEJIbHOM TKaHU CTBOPOK MUTPAJbHOTO KJarmaHa U UX MpoJjabupoBa-
HUIO B TIOJIOCTh IIpeacepausi. B HacTosIee BpeMsl 3TOT F'eH He UACHTH -
¢duumpoBaH, Ho oOHapyxeHo, uto [IMK nMmeer ayrocoMHO-TOMMHAHT-
HbIi TUN HaclienoBaHust. Kpome Toro, y 6osbHbIX ¢ [IMK oTMeueHa mo-
BBILLIEHHAsT 9KcTpeccust aHTureHa 535 cucrembl HLA, uyTo mpuBoaut
K HapyllleHu0 MeTabon3Ma KoJjuiareHa BCaeJCTBMe HU3KOro coaepkKa-
HUSI BHYTPUTKAHEBOTO MarHUs.

IMpennonoxeHrue 0 HapylIEeHHOM CTPOEHUM KoJlareHa MOJATBEPK-
JaeTcsl pe3yJibTaTaMU I1aTOJIOTOAHATOMMYECKHUX MCCIeIOBAHUM TIpoJia-
Oupylolux cTBopok. Hanbosee yacToit HaXoaKOM SIBASIETCSI MUKCOMa-
TO3Has AereHepauusi, 3axpaTbiBaloias 6oynee 50 % MOBEPXHOCTH CTBO-
poxk. IMog 3TUM TepMUHOM ITOHMMAIOT HApYILLIEHUE apXUTEKTOHUKH KOJI-
JIareHOBBIX (PUOPUILIT U MX 3aMelleHUe KUCIbIMU TJIMKO3aMUHIJIMKaHa-
mu. [1py MakpOCKOIIMYECKOM MCCIIETOBAHMA MUKCOMATO3HO NU3MEHEH-
HbI€ CTBOPKU BBITJISIASIT 3HAUUTEIbHO YTOMIIEHHBIMU, a IPU TUCTOJIO-
rm4eckoM — oOHapyxXuBaioT nuddy3Hoe moBpexaeHne GpuOpo3HOro
CJ10s1, UCUE3HOBEHME KOJIJIATeHOBBIX (DMOPUJII 3J1aCTUHA C €ro Mpephl-
BUCTOCTb1O. [Ipu 316 KTPOHHOU MUKPOCKOIIUU BBISIBJISIIOT 3aMeleHHe
BJIEMEHTOB COCIMHUTEIbHON TKAHU MOJOJABIMU ME3€HXMMaJbHBIMU
KJIeTKaMu, (pparMeHTAlMIO0 KOJUIAr€HOBBIX U 3JIaCTUHOBBIX (PUOPUILT U
nosiBjaeHue cBOOOAHBIX Jn3ocoM. [Tpu rccienoBaHUM ¢ MOMOIIbIO TTO-
JISIpU3allMOHHOIO MUKPOCKOTIa OTMeUYeHa UH(UIbTpaLus KoJulareHa
MpOTeOrJIMKaHaMM, UTO CBSI3aHO CO CHMXXEHHOU MOJIEKYJISIpHOW opra-
HU3aluei KojaareHoBbIX Gpuopuii. Kpome Toro, B MUKCOMAaTO3HO 13-
MEHEHHBIX CTBOPKax ObIM OOHAPYKEHBI JONOJTHUTEILHBIN KojutareH 111
TUIIA, a TAKXKE HEIOJHOLEHHOCTh KojuiareHa V tuma. B 38 % ciyuyaes
MHUKCOMAaTO3Hasl JereHepalusl pacopocTpaHsieTcsl Ha XOpAaabHbIN ar-
napar, Ipyd 3TOM TMCTOJOrMYeckrue U3MEHEHUS B XOpJax aHaJOTMYHbI
TaKOBBIM B IMPOJIAOUPYIOIINUX CTBOPKaX. Tak:ke MUKCOMATO3HAsI IeTeHe-
paisi MOXeT 3aXBaTbIBaTh MPOBOJSIIYIO CUCTEMY CEP/lla U BHYTpUCEp-
JleyHble HEpBHbIE BoJOKHA. B 1991 r. T. Takamoto u coaBT. onucaiu
axoKapauorpaduyeckue KpuTepuu MUKCOMAaTO3HO JereHepaluuy CTBO-
POK, U ee BhISIBJICHUE CTaJIo OoJiee JOCTYNHBIM. [1py 5TOM UyBCTBUTEIb-
HOCTb 3x0oKapauorpaduu cocrasisieT 78 %, cneunpuanocts — 80 %.

CTOpPOHHUKY 3MOPHUOHAIbHON TMIOTE3bl pacCMaTPUBAIOT MUKCOMA-
TO3 KaK pe3yJbTaT He3aBeplleHHO! nuddepeHIMPOBKY TKaHEei Kjiama-
Ha, KOrma Ha paHHei 2 MOpHOHaJIbHOM cTaguy ocaadeBaeT BIMsHUE (pak-
TOPOB, CTUMYJIMPYIOIINX ero pa3BuTtre. OQHAKO 3Ta TEOPHUS HE OATBEP-
KIAeTcsl JaHHBIMU 3TUIEMUOJIOTUYECKUX UCCAEeA0BaHUI YaCTOTHI MPO-
Jlarica B Mpoliecce OHTOreHeTuYeckoro pazputus. CorjlacHO JaHHOM Te-
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opuu, [IMK nommkeH BcTpeyaThCs Yallle Y AeTeil paHHEro Bo3pacTa, 4YTo
HE TONTBEPKAACTCS MOMYISIIIMOHHBIMUA UCCIIeIOBAHUSIMH.

HexkoTopble aBTOPbI CYUUTAIOT MUKCOMATO3 HACJIEACTBEHHO NETEPMMU-
HUPOBAHHBIM. B IToaTBepXIeHMEe 3TOTO TPUBOIUTCS TOT (hAKT, YTO TOJI-
LIMHA 30HbI CIIOHTM03a B MUTPAJIbHBIX CTBOPKaX (OCHOBHAsI CTPYKTYpa,
MPOAYLMPYIOLIAsi MyKOTIOMcaXapu/Iabl) PEryJIMPyeTCsi TeHOTUTIOM. Y TOJI-
LIeHKe 30HbI CIoHruo3a (cBhiiie 60 % oT oO6lIeil TOJIIMHBI CTBOPKN)
npeapacrnoJjaraet K cuHapomy [TMK. Hannuue blanc-B j10kycoB nosep-
XHOCTHBIX aHTUTeHOB JuMdoluToB (HLA-aHTUTreHOB) accoluupyercs
C TIOBBILIEHUEM BEPOSITHOCTM MUKCOMATO3HO! IereHepaluu CTBOPOK
MuTpajbHoro kjamnaHa B 50 pa3. OcoOeHHOCTH CTPOEHMUST KOKHBIX Ka-
MUJISIPOB (IO JAaHHBIM KaNMWLISIPOCKOIIMU U Ja3ep-AOIIIepOBCKOM
(roymeTpunt) y 60JBHBIX C TIEPBUYHBIM ITPOJIATICOM MUTPAIHHOTO KJla-
IMaHa aHAJIOTUYHBI TAKOBBIM P HACJIEACTBEHHBIX 3a00JIEBAHMSIX COCIN -
HUTeNbHOM TKaHU (6one3Hu Mapdana) (R. Martinez ¢ coast., 1992). Bto
TTO3BOJIMJIO ABTOPAM IT0JIaTaTh, YTO MEXIY TIEPBUYHBIM IIPOJIATICOM MUT-
pajbHOro KjamnaHa 1 0oJjie3Hbl0 MapdaHa cyiiecTByeT (eHOTUINYEC-
KMii KOHTUHYYM, a cam cuHapom IIMK, no cytu, siBasieTcst ¢ppycTHOM
(HemoyHOI) opMO HACIEACTBEHHOM OOJIE3HM COEAUMHUTEILHOM TKa-
Hu (S. Tayel c coasnr., 1991).

MHorue aBTOpbl OCHOBHOE 3HaU€HUE B 3TUOJIOTUH U TTATOTeHE3€e MPo-
Jlarica MUTPaJIbHOTO KJ1araHa MpuaaloT HapyleHIo 0OMeHa MUKPO3Jie-
MeHTOB. [lepUIMT MarHus paccMaTpuBaeTCs Kak OCHOBHOM 3THOITATO-
FeHeTUYeCKUi (haKTop, MPUBOASIINNA K MpoJadbMupoBaHUIO KJialaHa
(J. Durlach c coasr., 1992).

HexkoTopplie aBTOpHI paccMaTpUBaOT BOZHMKHOBEHME TTPOJIaTica MUT-
pajJbHOro KjamnaHa B CBSI3U C HapylleHUEM KJanaHHOW MHHEepBalluu,
BO3HMKAIOIIEH P pa3TMIHBIX BETeTATUBHBIX U TICUXO3MOIIMOHABHBIX
HapylleHUIX. YCTaHOBJEHA TeCHasl B3aUMOCBSI3b MEXIY MPOJancoM
MUTPaJIbHOTO KJIallaHa 1 ITaHn4YeCKUMHU pacctpoiictBamu (D. Moreau ¢
coaBT., 1992), HepBHOIT aHOpekcueit (P. Alvin ¢ coaBr., 1993). OgHako
aTHONATOreHe3 MPoJadMpPOBaHUS CTBOPOK B CBSI3W ¢ HAPYLIEHHOM KJia-
NMaHHOW MHHepBaluel 0oJiee cioxeH. Tak, Mpu HEPBHOU aHOPEKCUU
Hapsiay ¢ MHHEPBALIMOHHBIMUA aHOMAIUSIMU OIpPEAeIISICTCSl HapylIeHUe
oOMeHa BellIeCTB U MUKPO3JIEMEHTOB, IIaBHBIM 00pa3oM I'MIOHaTpue-
MMUS$1, TUIIOKQJIMEMUSI, TUTIOXJIOpEMMUST, TUoochaTeMusl, TUITOTJIMKEMUST
u runepaszoremus (P. Alvin ¢ coaBr., 1993).

B nocneaHue rogbl MosIBUIOCH OOJIBIIOE YKUCIIO ITYOJIMKALIMIA O BHICO-
koit yactore IIMK y 60JbHBIX ¢ MUHOPHBIMU aHOMAJIMSIMUA KOPOHAap-
HBIX apTepuii, HaIIpuMep OOIIMM OTXOXIEHUEM KOPOHAPHBIX apTepuil
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oT npaBoro cuHyca BanbcanbBbl (A. Scialdone ¢ coaBt., 1994). 1o naH-
HBIM ayTOIICHI BpOXIEHHBIC aHOMAJIUU KOPOHAPHBIX apTepuit 00Hapy-
sxkuBatorcsi B0,61 % ciydaes u B 30 % conmpoBOXIAIOTCS TPOJIAIICOM MUT-
pasibHoro kjanaHa (O. Topaz ¢ coaBt., 1992). Cunnpom ITMK Haubo-
Jiee yacTo 0OHapyKMBaeTCs MPU aHOMAJIbHOM OTXOXIEHUM MPaBoi KO-
POHaApHOI apTepuu OT JIEBOTO WJIM OECKOPOHAPHOI'0 a0PTaJIbHOIO CU-
Hyca. BeposiTHO, MUHOpHBIE aHOMAIMU KOPOHAPHBIX apTepuit 00yCIOB-
JINBAIOT JIOKAJIbHbIE JUCKUHE3UU JIEBOXKETYAOUKOBBIX CETMEHTOB, Tpe-
WMYIIECTBEHHO B 00J1aCTH MATMJUISIPHBIX MBIIIII, YTO IIPUBOAMT K UX JUC-
(byHKIIMM ¥ MpoJaduMpoBaHUIO KJlamnaHa.

MHorue cBsSI3bIBalOT BO3HUKHOBeHUE BTopuuHoro ITMK ¢ kiamnaH-
HO-XEJIYIOYKOBOU IUCIIPOIIOPLIMEN, KOrIa MUTPAJIbHbIMA KJlaIlaH sIBJIs-
€TCS CAMILKOM OOJIBIIIUM IS JKeJya0UuKa WU KeJyaT0ueK — CIAUIIKOM
MaJIeHbKUM IS KJ1amaHa. JlaHHas mpuurHa o0yCI0BIMBAaeT BOZHUKHO-
BeHue [TMK npu GoJbIIMHCTBE BPOXKIESHHBIX TOPOKOB cep/lia, COMpo-
BOXIIAIOIIUXCSl «HEAOTPY3KOU» JIEBBIX OTHEIOB cep/lia: aHoMaJIusl D0-
LITelHA, aTPUOBEHTPUKYISIPHASI KOMMYHUKAIUs, 1e(PeKT MeXIpeacep-
JIHOI Meperopojikv, aHOMaJbHbIN JpeHaX JEroYHbIX BEH U Jp.

Takum obGpa3oM, Iposiaric MUTPAJbHOIO KJIarnaHa SIBISIETCS MOJIM-
STUOJIOTUYECKUM 3a00JIeBaHUEM, B F€HE3e KOTOPOTO UMEIOT 00JIbIlIOe
3HaYeHME KaK reHeTUYeCckKue, Tak U BHelIHecpeaoBble (hakTopbl. Kax-
Jasi U3 MPUBEIEHHBIX TUIIOTEe3 BOSHUKHOBEHMS TIpojarca MUTPaJIbHO-
ro KjarnaHa HaXoJIuT MOATBEPXIeHUEe B KIMHUKE, YTO U OOYCIOBJIMBA-
eT (peHOTUNMYECKUI TToTUMOpdU3M cuHapomMa. M Bce Xe pe3yIbTaThbl
KOMIIJIEKCHOTO oOcnenoBaHud nereit ¢ nepsudHbiM [IMK mo3Bossgior
CYUTATh, UYTO IJIST BOSHMKHOBEHMS MPOJAOMPOBAHMS CTBOPOK Y ITUX
JeTeil uMeeT 3HaueHWe OJHOBPEMEHHO HECKOJbKO (PaKTOPOB, OCHOB-
HBIMU U3 KOTOPBIX SIBJISIIOTCS: HEMTOJHOLIEHHOCTb COeTMHUTEIbHOTKAH -
HBIX CTPYKTYP KJlarlaHa, MUHOPHbIE aHOMaJIMU KJIalTaHHOTO alrapara,
MCUXOBEreTaTuBHAs AMCHYHKIIMS, CITOCOOCTBYIOIIIAsi FeMOAMHAMUYEC-
KOW TUCPETYISALUU.

Knaccnduxkamusa npoJanca MUTPaJbHOrO KanaHa

Ho Hacrosiiero BpeMeHu Bce BapuaHThl IIMK paznaesnsior Ha nep-
BUYHBIE (MaMonaTudyeckue) u BropuuHbie. [TepsuunsiM [IMK 0603Ha-
YaloT TAaKOE COCTOSIHME allfapaTa MUTpaJbHOIO KjaraHa, Mpu KOTO-
pOM TiporubaHue CTBOPOK B JIEBOE TpeacepAre He CBSI3aHO ¢ KaKUM-
00 CUCTeMHBIM 3a00JeBaHUEM COSIMHUTEIBHON TKaHM, JIUOO C 3a-
0oJIeBaHUSIMU ceplilia, MPUBOASIIMMU K YMEHBIICHUIO MOJOCTHU JIEBO-
ro XeJlynouka.
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Bropuunsie [IMK mMoryT 661Th 00yCI0BIEHBI pAa3HOOOPAa3HBIMU MPU-
YUHAMMU:

a) 00JIE3HSIMU COCIMHUTENbHOM TKaHU (CMHApOoMBI MapdaHa, Diep-
ca — JlaHsioca, 371aCTUYECKOM MCEeBAOKCAHTOMbBI U JIp.), MPU KOTOPBIX
MPOUCXONIT HAKOIJIEHUE B CTPOME KJIarlaHa KUCJIBIX MyKOTMOoJIMcaxapy-
OB, MUKCOMAaTO3Has TpaHCchOpMaIls CTBOPOK, XOp, AUIATAILINsS aT-
PUOBEHTPUKYJISIPHOTO KOJIBIIA;

0) 3a00s1eBaHUSIMU cepAlia (BPOXIEHHbIE MOPOKU, aHOMAIUU KOPO-
HapHOTO KpoBOOOpallleHUsI, 00JIe3HU MUOKapa, apuTMUU U 1Ip.), TIPU
KOTOPBIX MPOJIabMpOBaHNE CTBOPOK OOYCIOBICHO HApYyIIEHUEM TOCIe-
JIOBaTeJIbHOM KOHTPaKLIUW U/UIU pejaKcallii CTEHOK JIEBOTO XeJly1ouKa
WM KJIAIIAaHHO-KEJIYI0YKOBOM IUCIIPOIIOPLIUENA;

B) HEHPOSHIOKPUHHBIMHU, TICMXOOMOIIMOHAIEHBIMI 1 METa00IIeC-
KUMU HapyIIeHUSIMU (MUTPEHb, TUPEOTOKCUKO3, BET€TOCOCYAMCTasT V-
CTOHUSI, HEBPO3bl, HEPBHAsI AHOPEKCUSI U 1P.), TPU KOTOPHIX OCHOB-
HOe 3HaYeHMe MMEIOT HapyIIeHHST BeTeTaTUBHO WHHEePBAIllMU CTBOPOK
MUTPAJIBHOTO KJIalaHa v MOJAKJIaNaHHOro anrmapara.

Onnaxko B rociegHee Bpems pasaeienue [IMK Ha nepBUYHBINM U BTO-
PUYHBIN BBI3BIBAET BIIOJHE 000CHOBaHHBIE Bo3paxeHus. CoriacHo
9.B. 3emuosckomy (2000), mauonatuyeckuit (uam nepBuuHsbiit) IIMK
BCE K¢ SBJISIETCS OMHUM M3 YACTHBIX TIPOSBICHUI CMHAPOMA COSINHU-
TeJbHOTKAHHOM IucIIa3uu. B nokazaTesbcTBO 3TOTO MPUBOIAITCS JaH-
Hele padot JI.H. boukoBoii ¢ coaBt. (1983) o ToM, 4TO B OCHOBE TI€pBUY-
Horo IIMK nexut HacjieICTBEeHHO 00YCJIIOBJIEHHOE HapyllleHUe CUHTE-
3a koJjutareHa (mpexzae Bcero 111 tumna). C 3Toii TOUKU 3peHust, uaruona-
tuyeckuM (nepsuuHbiM) [IMK cienyeT cunTtaTh TOJBKO TOTAA, KOTIA OH
He coueTaetcs ¢ ApyruMu deHotunuyeckumu rnpusHakamu JCT. Ho u
B atux ciydasix [IMK cienyeT TpakToBaTh Kak u304upoeantyio popmy co-
eOUHUMEALHOMKAHHOU Jucnaazuu cepoua. [TpyrueM B MOJOOHBIX CIIydasix
MOXHO TOBOPUTH O HECOBEPIIEHCTBE TMaTHOCTHYECKNX BO3MOKHOCTEM
Ha JaHHOM 3Tarle Pa3BUTHS HAYKU WM HEIOCTATOUHON TIIATEIbHOCTH
o0ciienoBaHus MalMeHTa.

B HacTrosiuiee BpeMs IIMPOKO MCIOJb3yeTCs Kjaccudukauus
H.M. Myxapasmosa (1981), cornacHo kotopoii ITMK paznuyaior:

1. ITo dopme (BpoXIeHHBIN, MPUOOPETEHHbIN, UANONATUUECKUA).

2. Mo noxkanuzauuu npoJarca (mepeaHss, 3agHsis1, 00e CTBOPKHU).

3. [1o BpeMeHU TTOSABJICHUST CUCTOJIMYECKOTO IIyMa (paHHUIA CUCTO-
JINYECKU, MO3MHUN CUCTOJIMYECKUI, MAaHCUCTOJINYECKUIL).

4. Tlo creneHU BbIPaXXEHHOCTH MpoJjarnca CTBOpKU (1-s cTerneHb —
oT 3 10 6 MM, 2- cTereHb — OT 6 10 9 MM, 3-5 crereHb — Gosiee 9 MMm).
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5. 1o HanuuuMO HapylIeHUs BHYTpUCEPAEUHON reMoauHaMuKu (0e3
MUTpPAJbHOW PErypruTaluu, ¢ MUTpPaJbHON peryprutaluueii).

6. I1o TeueHUIO (ACUMIITOMATUYHBIIA, JIETKOM CTETICHU TSIKECTH, CPE-
HEl CTEeNEeHU TSIKECTU, TSKEJIbIN).

CTeneHb BBIPAXKEHHOCTH MUTPAIbHON PETypruTaluu onpenesseTcs
no ganHbIM DxoKI™:

— 1-g cTeneHb — PerypruTUPYIONINI MOTOK MPOHUKAET B MOJOCTD
JIeBoro npeacepaus 6osee yeM Ha 20 MMm;

— 2-51 CTEMeHb — PEeTYPTUTUPYIOIINI ITOTOK ITPOHUKAET He OoJiee 4eM
Ha TMOJIOBUHY JUTMHbBI TIPEACEePaNs;

— 3-5 CTeleHb — PErypruTUpYIOLIMK MOTOK MPOHUKAET OoJiee yeM
Ha TTOJOBUHY JUIMHBI MPEACEPANsI, HO HE TOCTUTAET €TI0 «KPBIIIN»;

— 4-41 cTenieHb — PErypruTUPYIOLIMIA MTOTOK JOCTUTAET 3aIHE CTeH-
KM, 3aXOJIUT 3a YIIKO JIEBOTO TPEACEPINS WIN B JIETOYHBIC BEHBI.

CreneHb MMKCOMATO3HOM JereHepaluy OlleHMBAIOT COIJIACHO KJIacCU-
¢uxamum f.A. CropozkakoBoii (1997; nurupyercst mo A.I1. Bonocosiry):

— I cTreneHb (MMHMMAaIbHAS) — YTOJIIEHUE CTBOPKU MU CTBOPOK
Ha 3—5 MM, apKoIroa0o0Has nedopmalivs MUTPAJIbHOTO KJlarnaHa B mpe-
nenax 1—2 cerMeHTOB, CMbIKaHNE CTBOPOK HE HapyIIIeHO;

— II cTrenenp (yMepeHHas1) — yToJlIeHUE Ha 5—8 MM, yIJIMHEHUE
CTBOPOK, IJIyOMHa IpoJjiadbupoBanust 6oyee 10 MM, nepopmarust KOHTY-
pa MUTPAJIbHOTO KJIalaHa B Mpenejax HeCKOIbKHUX CeTMEHTOB, pacTsi-
JKeHWe XopH (BO3MOKHBI MX eIMHUYHBIC Pa3phIBBI), MUTPATbHOE KOJIb-
110 YMEPEHHO PaclIUpPeHO, CMbIKaHUE CTBOPOK HApYIIEHO MU OTCYT-
CTBYET;

— III creneHb (BbIpaxkeHHas1) — YTOJIIEHUE CTBOPOK OoJiee 8§ MM, UX
YVIJMHEHUE, MaKCUMaslbHasl TIyOrHa MpoiabupoBaHUsI, MHOTOUUCIICH-
Hble pa3pbIBbl XOPJ, MUTPAJIbHOE KOJIbIIO 3HAYUTEJbHO PaCIIMPEHO,
CMbIKaHHE CTBOPOK OTCYTCTBYET, CUCTOJIMYECKasl cernapalius CTBOPOK,
MpoJIanic HeCKOJILKUX KJalaHOB, paclIUPeHUEe KOPHS aOPThI.

W nakonen, ciaeayer yrnomMsaHyTh kiaccudukamnuio H. Boudoulas ¢
coaBT. (1989), cornacHo KOTOPO# BBIAESIOT KIMHUYECKU 3HAYMMbBIA U
MopdoJsiornuecku 3Haunumblii cuHapombl ITMK. B kiuHuuyecku 3Hauu-
MoM cuHapome ITMK HyxXHO pazinyarb CUMIITOMAaTUKY, CBSI3aHHYIO C
KJIarTaHHOM nuchyHKLIMel (cepanedneHne, apuTMUK 1 OJIOKaabl Cep/l-
112, KapAuajaTrus, OIbIIIKa U CMHKOTAJIbHbIE COCTOSTHUS, CUCTOJINYECKUI
LLIEJTYOK M CUCTOJUYECKU 1IyM), U CUMIITOMATUKY, KOTOpasi 00yCI0B-
JieHa JUCHYHKUUENH APYTUX OPraHOB U CUCTEM M BbI3BAHA CUHIPOMOM
JCT. B cayyae mopdosornyecku 3Hauumoro cuvapoma [IMK peub uger
O CUMIITOMAX, CBSI3aHHBIX ¢ HapylIeHueM (YHKIIMU MUTPAILHOTO KJla-
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naHa, CepASCYHOI HeAOCTaTOYHOCTH, (PUOPUIIISILIMY IIPEACEePANL, MHOT-
Ja — C TIPUCOeANHEeHNEM MH(EKIIMOHHOTO YHIOKAPAUTA.

JInarnocTHYecKrue KPUTEPHH MPOJIANCca MUTPAJIBLHOTO KiamnaHa

Ilenecoobpa3Ho MCMOIB30BATh IMArHOCTUYECKKE KPUTEPUN TTIEPBUY -
Horo [TMK, koTopblie ObU1M pa3paboTaHbl HA OCHOBAaHWUM MTPOBOJIMMOTO
B 1986 r. ®peMUHIEeMCKOTO UCCIeI0BaHMS pa3ie/ieHbl Ha [JIABHBIE, 10-
TTOJTHUTEIbHBIE W HecTIeIn(pUIecKue.

1. I'naBHbIE:

a) ayCKyJIbTaTUBHBIC — CPEIHEINO3MHECUCTOINYECKUE IIIETUYKU B CO-
YyeTaHWU C MO3IHECUCTOINYECKUM LIYMOM, CPeIHEN03IHECUCTOINYEC-
KHUe€ LIETYKM Ha BEPXYIIKE, U30JIMPOBAHHBIN MO3AHECUCTOINYECKHUA IIIyM
Ha BEPXYIIKE;

0) aycKy/abTallMsl B COUYETaHUU C dXOKapauorpadueir — rojocucTo-
JIMYECKUI IITYM MUTPAJIbHON perypruTallii U COOTBETCTBYIOIINIA 3XO-
KapauorpauuecKuii KpUTepuii;

B) 9XoKapauorpaduiaeckmne — cMellleHne CeNTaTbHBIX CTBOPOK B CH-
CTOJIY 32 TOUKY KOarTaluu, B MPOEKIINHU IJTMHHONW OCH JIEBOTO XKEIyA0Y-
Ka 1 B YeThIpeXKaMepPHOI MPOEKIINY MPU BEPXYIIEUYHOM JOCTYIIE; O3/~
HECUCTOIMYECcKoe MpojabupoBaHue doiee 3 MM.

2. JlonmoJIHUTEbHbIE:

a) aHaMHEeCTUYEeCK1Ee — HEBPOTHUECKUE TTPOSIBIIEHUS , ICUXO3MOIINO-
HajibHasi HECTaOWUJIbHOCTh, HAJIMUME TpoJiarica MUTPAJIbHOTO KjalaHa y
qun I creneHu poacTBa;

0) ayCcKyJbTaTUBHbBIE — HETIOCTOSHHBIE CPEIHEIMO3THECUCTOINYEC-
KHe IIeTYKN Ha BepXyIIIKe;

B) KJIMHUYECKUE — HU3Kas Macca Teja, aCTCHUYECKOE TeJOCI0XKe-
HUE, HU3KOoe apTepuajibHoe naBieHue (A/l), mpu3HaKu AuCIIaCTUYEC-
KOTO pa3BUTHS;

I) peHTreHorpaduyeckrue — Majble pa3Mephl cep/lia, BbIOyXaHue
JIYTY JIETOYHOM apTepuu;

1) 3xoKapauorpapuueckrue — Mo3AHECUCTOIMUYECKUI TIpoJanc
(2 MM), ToJlocuUCTOUYECKUI mpoaric (3 MM) B COYETaHUM C JBYXMep-
HBIMU KPUTEPUSIMHM; CUCTOJIMUYECKOE IMPOrubaHre CTBOPOK 3a JTUHUIO KO-
aTTalliy B YeTHIpeXKaMepHOl MPOEKITNH.

3. Hecnenmudpuueckue:

a) KIIMHUYecKue — OOJIM B TPYIHOM KJIeTKe, ¢J1ab0CTh, FOJIOBOKPY-
>KeHWe, ONBIIIKA, CepAlieOneHne, IPUCTYITBI CTpaxa;

0) asieKTpoKapauorpacduruyeckue — U30JUpoBaHHAsI MHBEPCUSI 3yOLI0B
T B otBeagenusix 11, 111, aVF n1ubo B coueTaHuu ¢ MHBEpPCUEH B JIEBBIX
TPYIHBIX OTBEICHUSX;
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B) 9XoKapaunorpachuieckre — U30JUPOBaHHOE YMEPEHHOE CUCTOIMYEC-
KO€ MporudaHue MUTPAJIbHBIX CTBOPOK B UYEThIPEXKAMEPHOW MPOEKIINU;

I') XOJITEPOBCKOE MOHUTOPUPOBAHUE — TMPEACEPAHBIC U KETYA0UYKO-
Bble (€IMHUYHbIE, TPYNITOBbIE) IKCTPACUCTOJIbI.

Hanuuue nByX IriaBHBIX KPUTEPUEB, T.€. COYCTAHUE ayCKYIbTaTUB-
HBIX U 3XOKapauorpaduueckux NpU3HAKOB, MO3BOISIET YOEAUTEIbHO
TOBOPUTH O TIEPBUYHOM ITPOJIaTrice MUTPaIbHOTO KilarnmaHa. JInartos mpo-
Jlarica MUTPaJbHOTO KJlarlaHa MOXKeT OBbITh TTOCTaBJICH MPU HATUYUU OJI-
HOTO TJIaBHOTO 1 HECKOJIbKUX TOMOJHUTENbHBIX KpuTepueB. JlonoaHu-
TeJIbHble KPUTEPUM CaMU IO cebe He MO3BOJISIIOT MOCTaBUTh AUArHo3
IIMK, Ho pmaior mpaBo mpennoJjarath ero. Hecrienmuduueckue Kkpure-
puu 001amaI0T HU3KOM CIelM(pUUHOCTHIO, YaCTO BCTPEUAIOTCS TIPU IPY-
TUX 3a00JIeBaHUSIX CepAlla, HO B COYETaHUU ¢ MaJibiMu KpuTepussmu [TMK
MTO3BOJISIOT 3aIT003PUTh HAJW4Ke TIpoJIarnca.

Knunuyeckas KapTuHa mpojanca MUTPAJbHOIO KianaHa

BoJIbIIMHCTBO AeTel MPEeAbSIBISIOT Ka100bl Ha 001U B IPYAHOM KJIET-
Ke, cepledueHue, oAbIIIKY, OllylleHue nepedoeB B cep/lie, rojoBo-
KpyXeHHUe, c1aboCTh, rOJ0BHbIE 001, boiu B ceplie AeTU ONUCHIBAIOT
KaK KOJIIOIIWE WJIM HOWIINE C JIOKAIU3ALMEN B JIEBOU MOJOBUHE TPYI-
HOI KJIeTKM 0e3 uppaauauuu. J[murebHOCTb 00JIeBOTO IMPUCTYIIa COCTaB-
JsgeT 5—20 MUHYT, BO3HUKAIOT 00U MPEUMYIIECTBEHHO MPU dMOLIMO-
HaJIbHOM HaMpsKeHUU U COMPOBOXKAAIOTCS, KaK MpaBujIo, BereTaTuB-
HbIMW HapYLIEHUSMU: HEYCTOWYMBBIM HACTPOEHUEM, MTOXOJOJaHUEM
KOHEYHOCTEM, MOTJIUBOCTHIO, MPOXOASIT CAMONPOU3BOJILHO WU TOCIE
BajloKopAuHa. JlaHHbIE KapAUaJITUM pacleHUBAIOTCS KaK MpOsIBIEHUE
CUMITIATAJITUM, CBSI3AaHHON C MCUXOIMOLMOHAIBHBIMUA OCOOEHHOCTIMU
npereii ¢ IIMK, HO HEKOTOpBIE aBTOPHI CBSI3BIBAIOT KApAMAJITHUM C PETHO-
HaJbHOW MIIEMUEN MANMUJIIPHBIX MBILILL TTPA UX YPE3MEPHOM HaTSIXKe-
Huu. C HelipoBereTaTUBHBIMU HAPYILIEHUSIMU TaKXe CBSI3aHBI cepjlle-
OueHue, olIylIeHUe «1IepedoeB» B paboTe cepalla, «3aMUpaHue» Cep-
na. ['ooBHBIE 00K Yallle BO3HUKAIOT MPU MEPEYTOMJIEHUU, MEPEXKMNBa-
HUSIX, B yTPEHHME Yachl NIepe/ Ha4aloM 3aHSITUH B IIIKOJIE U COYETAIOTCS
C pa3IpaKUTEJIbHOCTBIO, HAPYIIIEHWEM CHA, TPEBOTOM, TOJIOBOKPYXKEHMU -
eM. OJpbIlKa, YTOMJISIEMOCTb, CI1a00CTh UMEIOT TICUXOHEBPOTUYECKUIA
reHe3. Hapsimy ¢ 9TUM opblllIKa MOXET ObITh 00YCJIOBJI€HA TUIIEPBEHTHU -
JISILIUOHHBIM CUHIPOMOM.

I1Ipu KIMHUYEeCKOM 00cIe10BaHUU Y OOJILIIMHCTBA AeTeil 00OHAPYKM -
BAlOTCS AUCIIACTUYECKUE YEPThl Pa3BUTUST (MaJible aHOMAaJIMU) COeIH-
HUTEJIbHON TKAHU.
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XapaKTepHbIMU ayCKyJbTaTUBHBIMU ((POHOKApAUOTpaDUUECKUMH )
MMpU3HAKaMM TIpoJjiarica MUTPAJIbHOTO KiIalaHa SBISIOTCS:

1) n3oMMpoBaHHbIE LIEJTYKU (KIUKH);

2) coueTaHHUE IIEJTUYKOB C MO3THECUCTOINICCKIM LIIYMOM;

3) U30JUPOBAHHBIN MO3AHECUCTOIUUECKUI 1IIYM;

4) TOJIOCUCTOJIUYECKUM 1ITyM.

M3onupoBaHHBIE CUCTOJIMYECKUE IIETYKNA HAOIIOMAIOTCS B TIEPHUOT
ME30CHCTOJIbI JTM00 B MO3IHIOK CUCTOIY 1 HE CBSI3aHbI C U3THAHUEM KPO-
BU JIEBBIM KeJTYITOYKOM. VX TIPOMCXOXKIEHUE CBA3BIBAIOT C Ype3MEPHBIM
HaTSDKEHMEM XOpJ BO BpeMsl MaKCUMAaJbHOIO MPOTrubaHusl CTBOPOK B
MOJIOCTb JIEBOTO TpeJACepAnsl U BHE3AITHbIM BbIOyXaHUEM aTpUOBEHTPU -
KYJSIPHBIX CTBOPOK. LleJTYKr MOTYT BBICIYIIMBATBCS TTOCTOSTHHO MO0
TpaH3UTOpHO. MHTEHCUBHOCTD MOCTOSIHHO BBICIYIIIMBAEMbBIX IIETYKOB
MEHSETCS TP U3MEHEHUM TTOJOXKEHMS Teja, OHa HapacTaeT B BEPTHU-
KaJbHOM MOJIOKEHUU U ocjabeBaeT, BIUIOTh A0 MOJHOTO UCYE3HOBEHUSI
B nojoxeHuu yexa. [esuku BbICIYIIMBAIOTCS Ha BepXyllke Wiu B V
TOYKE, HE MPOBOIATCS 3a Mpenesbl TPaHUIL CepAlla M He MPEBLIIIAIOT 110
rpomkoctu I1 ToH cepnua. Ilemuku MOryT ObITh €AMHUYHBIMU U MHO-
>kecTBeHHBIMU. 1llemuku, BeICTYIIMBAaEMbIe TP MPOJIATice MUTPAIbHO-
ro KJjarasa, cJieayeT OTJMYaTh OT 1IeJYKOB U3THAHUS, KOTOPbIE BO3HU-
KaloT B PAaHHIOIO CUCTOJIY U MOTYT ObITh A0PTaJbHBIMU U JIETOYHBIMU.
AopTasibHbIE IIETUYKU U3THAHUS BBICAYIIMBAIOTCS, KaK M TIPH MpoJarce
MUTpPaAJbHOIO KjalaHa, Ha BEPXYIIKe, UX UHTEHCUBHOCTb HEe MEHSETCs
B 3aBUCHMOCTH OT (pa3bl AbIXaHUsI, HAOJI0JAIOTCS MPU KJIallaHHOM CTe-
HO3€ aopThl, AUJIaTallMU KOPHSI AOPThl, apTepUalbHON TUIIEPTEH3UMU.

Jlerounsie e TYKM U3THAHUS BBICTYIIMBAIOTCS B 00JIACTU TTPOCKIIUMN
KJ1araHa JIerOYHOM apTepuu, MHTEHCUBHOCTb MX MEHSIETCS MPU JbIxa-
HUM (JIydiie CJBIIIHBI BO BpeMsl BbloXa), HaOJI0Ia0TCs MPU KilaraH-
HOM CTE€HO3€ JIETOYHOI apTeprU, IUIaTaAllMU JIETOYHOW apTepUU, Jeroy-
HOI TUMEPTEH3UU.

Haunbonee yacTbIM ayCKyaIbTaTUBHBIM IPOSIBIIEHUEM TIpoJIarica MUT-
pajbHOrO KJlaraHa sIBJISIeTCsS COYEeTaHUE CUCTOIMYECKUX LIETYKOB C MO-
3MHECUCTOIUYECKUM IIIYMOM, KOTOPBI 00YCIIOBJIEH TypOyJIEHTHBIM TO-
KOM KpOBHU, BOBHUKAIOLIMM M3-3a BbIOYXaHUsI CTBOPOK M BUOpAIIMM Ha-
TSIHYTBIX CYXOXUJIBbHBIX TpaOeKy.I.

IMo3agHeCUCTONMMYECKUIA 1IIyM JTy4llle BBICTYIINBACTCS B MOJOXEHUU
Jiexka Ha JIeBoM OOKY, YCUIMBAETCs ITPY MPOBEACHUU MPoObl BasbcaibBhl.

M3ommpoBaHHBINM MO3MHECUCTOINUECKUN IITyM HAOJI01aeTCs Tpr-
MepHO B 15 % ciydaeB. OH BBICIIYIIIMBAETCSI Ha BEPXYIIKE, TTPOBOIUTCS
B IToAMBIILIeUHY10 o0sacThb. [IIym nponoskaetcs no I ToHa, HOCUT rpy-
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Oblil, «CKpeOyIIMii» XapaKTep, Jydllle OMpenessieTcsl B OJOXEHUU Jexa
Ha JIeBOM 00KY. ITHTEHCUBHOCTbD 1iIyMa MOXET HapacTaTb B MOJOXEHUU
CTO, KOTJIa OH CTAaHOBUTCS 00Jie€ MPOJOIXKUTEIbHBIM, HATTOMUHAET TO-
Jocuctoauveckuit. CUCTOJIMUECKUI LIYyM MPU IpoJiance nepeaHei
CTBOPKM MUTPAJIBHOTO KJjiallaHa MOXET MPOBOAUTHCS B JIEBYIO MOIMBI-
1IeYHYI0 00JIacThb, a MpU IMpoJiarce 3aJHell CTBOPKU — Ha TepPeaHIO0n
rpyaHyto kietky. Ciaeayer OTMETUTb, YTO U30JUPOBAHHbBIN MO3IHECUC-
TOJUYECKUM LIyM He SIBJISIETCSI TATOTHOMOHUYHbBIM IMPU3HAKOM ITpoJiar-
ca MUTpaJIbHOTO KjanaHa. OH MOXeT HaOJIIoAaTbCs TPU OOCTPYKTUBHBIX
MOpakeHUsIX JIEBOTO Keaynodyka (MIMonaTuIeCKuil runepTpoduyeckui
cybaopTalibHbIN CTEHO3, TUCKPETHBI CTeHO3 aopThl). [To3nHecucTonm-
YECKUI LIYyM CIeJyeT OTJIUYaTh OT CPETHECUCTOINYECKMX IITYMOB U3THA-
HUSI, KOTOPbIE BOBHUKAIOT TaKXKe B OTPbIBE OT MEPBOro TOHA MOCJE OT-
KPBITUSI TIOJYJYHHBIX KJIallaHOB, UMEIOT MaKCUMYyM 3By4YaHUs B Cpell-
HIOIO CUCTOJTY.

Tonocucroarueckuii 1yM Mpu NEpBUYHOM TIPOJIANCe MUTPATbLHOTO
KJlanaHa HaOJ0aeTcsl PEAKO U CBUIETENbCTBYET O HATMUUMU MUTpPasb-
HOI peryprutaiuuu. OTOT 1IyM 3aHUMAaeT BCIO CUCTOJIY U MPaKTUYECKU
HE MEHSIETCS 10 MHTEHCUBHOCTU MPUY MEPEMEHE MOJIOXKEHUS Tea, Ipo-
BOJIMTCH B ITOJAMBIIIEYHYIO 00J1aCTh, yCUJIMBAETCS TIPU MTPOBEAECHUN TTPO-
Ob1 BasibcanbBbl.

JonoJIHUTEIbHBIMU (HE00513aTEIbHBIMM ) ayCKYJIbTaTUBHBIMY MPOSIB-
JneHusimu nipu ITMK gaBASIOTCS «ITUCKU» («MSIyKaHbe» ), 00YCJIOBIEHHbIE
BUOpalei Xopa Uinu yyactka CTBOPKH.

VY nexkoropsix geteit ¢ [IMK moxxet BoicaymuBatbest 111 ToH, Bo3HU-
Kawouui B hazy ObICTPOro HaMoOJIHEHUS JIEBOTO XKeayaouka. J{laHHbI TOH
JUArHOCTUYECKOTO 3HAYEHUS HE UMEET M MOKET BBICTYILIMBATLCS B HOP-
M€ Y XYObIX OCTEH.

HalGnopaercs onpeaeaeHHbI NapauieJu3M BbIPaXKeHHOCTH TpoJia-
OMpOBaHUS CTBOPOK 1 3BYKOBBIX (peHOMeHOB. [1py n30J1MpOBaHHBIX LIS -
YyKax MporudaHue CTBOPOK OOBIYHO HEOOJbIIOE, IIPU U30JIMPOBAHHOM
TMO3IHECUCTOJIMYECKOM TOJIOCUCTOJIMYECKOM IIIyM€ — 3HAYUTEJIbHOE.

Boigensiorcs yetoipe BapuaHta [IMK, KoTopble oTpaxaloT cTeneHb
TSKECTU 3a00JIEBAHUS.

IlepBbiit BapuaHT XapaKTepu3yeTcsl MUHUMAabHOM CTENEeHbIO BbIpa-
JKEHHOCTU KJIMHUYECKUX CUMIITOMOB 3a00JieBaHUs. 2KajmoObl OTCYTCTBY-
IOT WJIA HOCSIT XapaKTEPHYIO B3aUMOCBSA3b C BET€TATUBHBIMU Hapyllle-
HUSIMU (JIeTKME KapAuaaruu). YpoBeHb BHEIITHUX MaJIbIX aHOMAJIMM pa3-
BUTUS HE MPEBBIIIAET YCIOBHO MOPOTOBBIN ypoBeHb. [Ipn ayckynbra-
LIMU cep/ilia OTNPeaeIsIIOTCS M30JIMPOBAHHbIE 11IETUKU, UMEIOIIMe TTOCTO-
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SIHHBIM XapakTep Ju00 BhICIYIIMBAeMble TIPU MPOBOKAILIMOHHBIX TeCTaX
(rociie (pusnyeckoii Harpy3ku, B OpTOCTas3e, Mpu BAbIXaHWU aMUJIHUT-
puta). Ha OKI' B mokoe oTCYTCTBYIOT MI3BMEHEHUSI IpoLecca pernoisipu-
3allMU JIM0O UMEeeT MeCTO He3HaUuTebHOe CHUXeHue 3yoia T B JieBbIX
TPYAHBIX OTBEIEHUSIX. B OpTOCTAaTUUECKOM MOJI0XKEHUN HAPYIIIEHUE TTPO-
1ecca pernoJjisipu3allii He BO3HUKAeT. PEeHTreHoIornuecku omnpeaessi-
I0TCS HOpMaJIbHbIE WJIM YMEHbIIIEHHbIE pa3Mepbl TeHU cepaua. [Tpu axo-
KapauorpacuuecKoM MCCIe0BaHUU BBISIBISIETCSI yMEPEHHOE TOJI0- UJIU
MO3HECUCTOJUYECKOE MPOTUdaHue MUTPAJIbHBIX CTBOPOK, HE TMPEBbI-
mratoiiee S MMm. 1o maHHbIM ponmieporpad@uu MUTpaaibHas peryprura-
LIMST OTCYTCTBYeT. BereTaTMBHBINM CTaTyC XapaKTepU3yeTcsl Kak cUMIia-
TOTOHMUYECKUIA C HOPMaJIbHOM BEreTaTUBHOM PEaKTUBHOCTbIO U MU30bI-
TOYHBIM BeTeTaTUBHBIM oOecIieueHreM aeaTeabHocTh. Dusmdeckas pa-
0OTOCIIOCOOHOCTh COOTBETCTBYET I10KA3aTeJIsIM 3I0POBBIX HETEIA.

Bropoii KTMHUYeCKUii BApUaHT — TUTNIUYHBIE TIPOSIBJIEHUSI CUHPO-
ma [IMK. JleTsiM cBOMCTBEHHBI AMOLIMOHAJIbHASI HEYCTOMUMBOCTbD, TLJIaK-
CUBOCTb, 3aCTEHUMBOCTb, HEYBEPEHHOCTh B cebe. [Ipu KanHuyeckoM
OCMOTpPE OIPEeISsIIOTCS aCTEHUYHOE TeJOCI0XEHUEe, CHUXKEHUE MAcChl
Tea, ciaboe pa3BUTUE MYCKYJIaTyphl U np. [1pu ayckynbTalum — coye-
TaHWe LIEIYKOB ¢ o3aHecucToanyeckum mymom. Ha OKI' B mokoe 06-
Hapy>XMBaeTCsl CHUXKEHUE TIpoliecca PEnoisipu3alii B MUOKap/e B BUae
MU303JIEKTPUUYECKOTO WJIU CIJIAXKEHHOTO 3y0o1a T B JIEBBIX TPYAHBIX OTBE-
JNeHUsX. B opTonosoXeHUu U MpUu MPOBeAeHUN MPOObI ¢ U3aTPUHOM
U3MEHEHUS YCUIMBAIOTCS, OJHAKO WHBepcuM 3youa T He oTMeuvaeTcs.
Ha penTtreHorpamme rpyaHoi KJIeTKM OOHApPY>KMBAIOTCS Majble pa3Me-
pbl TEHU cep/ilia, yMEPEHHOE BbIOyXaHUWe Iyry JierouyHou aprepuu. [1pu
JOTIIepaIXoKapaAuorpaduu BbIIBASIETCS MO3AHECUCTOJIMYECKUI PO~
JIaTic CTBOPOK, TJTyOMHA KOTOPOro He MPEBbILIAET 7 MM, perypruramus
OTCYTCTBYET WJIM HE€ MpeBbllIaeT |1 rpamanuu. B BereraTuBHOM cTaTyce
npeobiaaloT CUMITIATOTOHUYECKWE HapyIIeHUsT TM00 MMeeT MECTO Be-
rerococynucrtas guctoHus (BCJl) mo cmemanHomy tuiry. Ilokazarenu
(busznueckoii paboTOCOCOOHOCTU U afarTalus cepaedyHO-COCYAUCTOM
CUCTEMbI K Harpy3ke yMEpeHHO CHUKEHBI.

I1pu TpetheM BapuanTe cuHapoma [IMK KIMHUKO-MHCTPYMEHTAIb-
Hble TTOKa3aTeJiu UMEeIT Haubosiee BbipakeHHbIe OTKIOHeHus. [Tpu
onpeneseHnn peHotunuueckux nmpusHakoB JACT omnpenensieTcs: BbicO-
KMIi ypOBEHb MaJIbIX aHOMaJUi Pa3BUTHUS: BICOKMI POCT, acCTeHUYEC-
KO€ TeJIoCI0KeHUE, 1epopMaliy TPYIHOM KIETKM (CKOJIMO03, K03, BO-
POHKOOOpa3Has aedopMalus U Ip.), apaxHOJAKTUIIMS, TUIIEPMOOUIb-
HOCTb CYCTaBOB, MUOTMHUS U JIp. MOXET OIpeaesiTbCsl OpTOCTaTUUECKast
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TUIOTEH3USI, KOTOpasl SIBJISIETCS] MPUUMHOM TOJJOBOKPYXKEHUI U CUHKO-
MaJIbHBIX cOCTOSTHUM. [Tpu aycKyIbTaliny TUITMYEH U30JIMPOBAHHBIN ITO-
3MHECUCTOJMYECKUU 1IIYM, MOXET BbICTYIIUBATLCS FOJOCUCTOINYECKUI
wyM. Ha OKT perucrpupytorcst BbipakeHHble u3MeHeHus: cerMeHTa ST
u 3youa T, ycunuBaromuecs (BIUIOTh 40 MHBepcuM 3yoma T) B opTocTa-
TUYECKOM MoyioXeHUU. Jlomnmiaepaxokapauorpadusi BbIsSIBASIET TTO3IHE-
CHUCTOJIMYECKUI VTN TOJIOCUCTOIMYECKUIA TIPOIATiC CTBOPOK C MUTPAITb-
Holi peryprutainueit 1—3 rpamanuii. B BereTaTUBHOM CTaTyce BbISIBJISI-
IOTCS TIPU3HAKY TTPe00IagaHNs TapacuMITaTUIeCKOTO OT/Ie)Ia BereTaTUB-
HO#l HEepBHOM cucTeMbl. JleT UMEeIoT HU3KKE nmoKasateand hpU3ndecKoi
paboTOCHOCOOHOCTH U J1e3aJalITUBHBIN OTBET CO CTOPOHBI CEPASYHO-CO-
CYIMCTON CUCTEMBI Ha (DU3NYECKYIO HATPY3KYy.

YerepThiii («<HeMoi») BapuaHT [TMK xapakTepusyercst OTCyTCTBU-
€M KJIaCCMYeCKMX ayCKYJbTaTUBHBIX MIPOSBICHUM CUHIPOMAa U OOHApPY-
JKMBaAETCs MpU 2XoKapauorpaduyeckom rccieJoBaHuu (OJMH TJIaBHbIA
MpU3HaK).

O6cyxnaas nocnenHuii BapuaHT [IMK, HeoOXonuMo MOAYEPKHYTh,
YTO OOJIBIIMHCTBO MAllMEHTOB ¢ 3XOKapauorpauyecku 10Ka3aHHbIM
IIMK xano0 He NpeabsIBIIsIIOT, a BISIBJICHHbIE IIPU UHCTPYMEHTAIbHOM
HUCCIEIOBAHNM U3MEHEHUST KIMHUYECKOTo 3HAYEHUST He UMEIOT (Hampu-
Mep, MpUKJanaHHas perypruTaius Win 3KCTPacUCTOIUS HU3KUX Ipa-
nanuii). B aTux ciayyasx, UMeHHO Oyarofapsi IIMPOKON JOCTYMHOCTHU
OxoKTI-ucciaenoBaHusi B HaCTOsIIIEe BPeMsi, CTABUTCSI BOIIPOC O HAJIM-
YU MaJIOCUMIITOMHOTO («Hemoro») [IMK. Kpome Toro, psu aBTopoB
MpeIararoT MOJb30BaThC TePMUHOM «ghenomen ITMK» B Tex ciaydasx,
korga umerorcs npusHaku [IMK 0—1-ii crenienu (1o ganHbiM OxoKI))
MPU OTCYTCTBUU KJIMHUYECKOW CUMIITOMATUKHU (puc. 14), nokazaHHO
MHUKCOMAaTO3HOM JAereHepaluy KjiarnaHoB cepana (puc. 15), MuTpaabHO
peryprutaiuu (6osee 1-il cTeneHu) U BHEITHUX (DEHOTUITMYECKUX TTPH-
3"HakoB [ICT. To ecTh B 3TOM ciydae pedb AT TOJIbKO 00 DxoKI -(pe-
HOMEHE, KOTOPBII ellle He ITO3BOoJIsIET CTaBUTh AuarHo3 I1IMK.

Oxokapauorpadus B JMATHOCTHKE MPOJIANICA MATPAJIBHOTO KJIANAaHA
Dxokapauorpadusi B AMarHOCTUKE MpoJarnca MUTPaIbHOIO KjarnaHa
sIBJISIETCSl HanboJiee BbICOKOMH(MOPMATUBHBIM METOJIOM UCCJIeTOBAHUSI.
Brepsoie axokapauorpaduueckue kpurtepuu IIMK Obutn BHEAPEHBI
B kiuHMYeckywo npaktuky P. Shah u K. Gramiac (1970) u B nanbHeii-
iem pazpadotaHnsl J. Dillon ¢ coast. (1971) u R. Popp ¢ coast. (1974).
OpHoMepHas axokapavorpadus y 60JbHbIX ¢ TUTMYHBIMU ayCKYJIb-
TaTUBHBIMU ((hoHOKapauorpad®mIecKnMm) mpusHakamu B 80 % ciaydyaes
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#255 1150cmMI 0.9)
Cardiac P23AC/ Gen Tis 19|
|2D] G50 / 2dB
FA1 { P100D
HAR

+D 3.36cm

xD 0.42cm
+D/xD 800.00%
Avg. 1.89cm

PucyHok 14. lNponanc nepenHer CTBOPKU
MUTPasIibHOro KnarnaHa

#255 1150cmMI 0.9
Cardiac P23AC/ Gen Tis1.9
12D] G46 } 0248
FA1 { P1DD
HAR

-

+D 3.87cm

xD 0.56cm

D 0.41cm
+DIxD 691.07%
Avg. 1.61cm

PucyHok 15. Mukcomarto3Has gereHepaLns CTBOPOK
MUTpPasIbHOro KjianaHa
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MOATBEPXKAaeT AMAarHO3 TMpoJarnca MUTpabHOro KjanaHa. OgHako npu
M-sxokapauorpaduu BO3MOXHBI JTOXHOMOJIOXHUTEIbHbIE U JIOXKHOOT-
puUllaTeJbHbIE PEe3yJbTaTbl 0OCIEI0BAHMSI.

Kputepuu mnpoJiarica MUTpaJIbHOTO KijaraHa Mo JaHHbIM OJHOMEp-
HO1 ax0oKapauorpaduu:

1) mMo3MHECUCTONINYECKOE UM TOJOCUCTOINYECKOE BhITMOaHUE Of-
HO¥ M 06eMX CTBOPOK IO HAIIPaBJIEHMIO K 3aIHE T CTEHKE JIEBOTO MpPe/I-
cepaust 6osee 3 MM;

2) MHOXECTBEHHbI€ 3XOCUTHAJIbI OT CTBOPOK KJIalaHa;

3) yToJieHue CTBOPOK MUTPAJIbHOTO KjlaraHa;

4) IMacToJIMYecKoe TperneTaHue CTBOPOK MUTPaAJbHOTO KJallaHa;

5) yBeJIMYeHUE IUACTOIMUYECKOM I3KCKYPCUM TepeaHel MUTPaIbHOM
CTBODKU;

6) yBeJIMUYEHUE CKOPOCTU PAHHETO JUACTOJMYECKOTO IIPUKPBITHSI I1e-
peaHei MUTPaJIbHOM CTBOPKM,;

7) yBeJIMYEHNE CUCTOJIMYECKON BKCKYPCUM MEXIKEJIyI0UKOBOI Te-
peroponku;

8) yBeJMueHUEe CUCTOJMUYECKON IKCKYPCUU 3alHEel CTEHKU JIEBOTO
KeJyIouKa;

9) yBeIMUEHUE CUCTOIMYECKOM IKCKYPCUU KOPHST a0PThl, BO3MOXHA
yMepeHHasl JujiaTalusi KOpHSI.

KpurtepusiMmu nposarca MUTpaabHOTrO KjanaHa Mo JaHHBIM AByXMep-
HOIt 3xoKapauorpaduu sBIsSIOTCS:

1) BeIrMbaHue OMHOM MM 00erX CTBOPOK 3a JIMHUIO KoanTauuu (Ipo-
€KIIMI0 MUTPAJIBbHOTO OTBEPCTHS) B MapacTepHAIbHON MPOSKUMU JIMH-
HOIA OCH JIEBOTO XeJIyloukKa WK MPOeKUUU 4 KaMep C BEPXYLIKU;

2) YTOJIIEHHOCTb U U30BITOYHOCTb CTBOPOK;

3) u30BITOUHAS] 9KCKYPCUS JIEBOTO aTPUOBEHTPUKYJISIPHOTO KOJIbIIA;

4) yBeuueHME IUIONIAAN MUTPAILHOTO OTBepCTHs (OoJiee yeM 4 cM?).

Hapsiny ¢ a3TuM aAByxmepHasi axokapauorpabusi o3BosisieT 00HaAPYKUTh
MOp@OJIOTNYeCcKre MUKPOAHOMAJIMM CTPOCHUS KJIalIaHHOTO arapara,
JIeXKallre B OCHOBE BOBHUKHOBEHUS MPoJiarca MUTPAJIbHOTO KJlalaHa.

OcJ10:KHeHHs MPoJIanca METPAJILHOTO KJanaHa

B GosblIMHCTBE CilydyaeB MPOJIANIC MUTPAJBHOTO KJIallaHa MPOTEKAeT
0JIarONpUsITHO, OAHAKO B 2—4 % ciydaeB IMPUBOIUT K CEPbE3HBIM OC-
noxHeHusiM (J. Hradec, 1992).

OcHoBHBIMU OcioXXHeHUsIMU [TMK sIBJisioTCsI: MUTpaibHasI HEJ0CTa-
TOYHOCTb, MH(MEKIIMOHHBIN 9HIAOKAPIUT, TPOMOOSIMOOIMS, KU3HEYTPO-
KAUIMe apUTMUU, BHE3AMMHASI CMEPTh.
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Mumpaavnasa nedocmamounocmp

OcTpast MUTpaIbHAsI HEIOCTATOUHOCTh BO3HUKAET 13-3a OTPhIBA CY-
XOXUJIbHBIX HUTE OT CTBOPOK MUTPAJILHOTO KJjarnaHa («0oaTaroluii-
csi» ximanad — floppy mitral valve), B AeTCKOM Bo3pacTe HaOII0maeTCs
pPeIKO 1 B OCHOBHOM CBsI3aHA C TPABMOM IPYIHON KJIETKU Y OOJIbHBIX Ha
(poHe MmUKcOMaToO3HOI AereHepan Xopa. OCHOBHBIM ITaTOTeHETHYEC-
KUM MEXaHM3MOM OCTPOIl MUTPAJIbHOI HEAOCTATOYHOCTH SIBJISIETCS Jie-
TrOYHasT BeHO3Hasl TUIIEPTeH3MsI, BOSHUKAIOIIAS M3-3a OOJIBIIOrO 00be-
Ma perypruTaly B HEJOCTATOYHO paCTSLKUMOE JieBoe Tipeacepaue. K-
HUYECKasi CUMIITOMATUKA MPOSIBJSIETCS BHE3AlIHBIM Pa3BUTHEM OTeKa
Jierkux. TUTTMYHBIE ayCKyJIbTaTUBHEIE TIPOSBICHUS MpoJiarica ncues3a-
10T, TIOSIBJISIETCS OYIOLIMM IMTaHCUCTOJIMYECKUM 1IyM, BhIpaxkeHHbIi 111
TOH, HepeJIKO MeplaTeTbHas apuTMHUSI. Pa3BUBalOTCS OPTOITHOD, 3aCTOM-
HbIE MEJIKOMY3bIpUaThie XPUIIBI B JIETKMX, KJIIOKOUYIIlee AbIxaHue. PeHT-
FeHOJIOTUUECKHU OIMpPeaeasIoTCsl KapauoMeraaus, AujaTaluus JIeBOro
TIpeaCcepans 1 JIEBOTO JKeTyIouKa, BEHO3HBIN 3aCTOM B JIETKMX, KApTUHA
npea- U oreka Jerkux. [1oaTBepauTh OTPHIB CYXOXKMIbHBIX HUTEH TO-
3BOJISIET BX0Kapauorpadusi. «bostaroiasicsi» CTBOpKa He CBsi3aHa C Mo/ -
KJIallaHHBIMU CTPYKTYpPaMU, XaOTUYHO ABUXKETCS, IPOHUKAET BO BpeMs
CHUCTOJIBI B TIOJIOCTD JIEBOTO IIpeACepansi, OnpeaesisieTcs: 00JbII0MI peryp-
TUTAHTHBINA MTOTOK.

XpoHuueckass MUTpaJibHAsl HEIOCTATOUHOCTh Y OOJBHBIX C CUHAPO-
moM IIMK sBnsieTcst Bo3pacT3aBUCUMBIM (PD€HOMEHOM M pa3BUBACTCS
nocie 40 jger (H. Murakami et al., 1991). IlokazaHo, 4TO y B3pOCJIbIX
OOJILHBIX B OCHOBE MUTPAJIbHOM HeAOCTATOYHOCTU B 60 % ciyyaes Je-
KUT TipoJiaric MuTpajibHoro kiamnaHa (P. Luxereau et al., 1991). Murt-
pajibHasi HeJOCTaTOYHOCTD Yallle pa3BUBAETCS MPU MPEUMYIIECTBEHHOM
mpoJjarnce 3agHei ctBopku kinamnaHa (S. Kim et al., 1994).

VY neteii MmutpaiabHas HegoctaTouHocTh Ipu IIMK mporekaet vaiie
BCETO OECCUMIITOMHO M JUATHOCTUPYETCS MPU AOTTIIEPIXOKAPINOTPa-
(puueckom uccienopanuu. [1pu mporpeccUpoBaHUM peTypruTaluu Mo-
SIBJISIFOTCS >KaJIOObl Ha OABIIIKY MpU (U3MUYECKOIN Harpy3ke, CHUXXEHUE
(puznyeckoit paboTOCMOCOOHOCTH, C1A0OCTh, OTCTABAHUE B PU3UUECKOM
pasButun. [1pu ayckynbrauuu onpenessiercs: ocnadaeHue I ToHa, rojo-
CHUCTOJMYECKU TYIOUIN IITYM, TIPOBOASAIINICS B JICBYIO TTOAMBIIIICUHYIO
o6usiactb, III u IV ToHBI cepalia, akiieHT I1 ToHa HaI JIeroYHOU apTepueii.
Ha BKI perncrpupyercst mmeperpyska JeBOro Ipeacepaunsi, TurepTpo-
(bust 1eBOro XKeayaouka, OTKIOHEHUE DJIEKTPUUYSCKOM OCU cepalia Bie-
BO, TIPU TSKEJION HeJ0CTaTOYHOCTH — MeplLaTebHasi apuTMusl, OMBEH-
TPUKYJISIpHAs TUTIepTPODUs. PEHTTeHOTOTUYECKN OTIPEAeIISICTCST YBEI -
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YyeHHe TeHU cepjlia, MPeuMYyIIEeCTBEHHO JIEBbIX OTAEI0B, MPU3HAKHU Be-
HO3HOTO 3aCTOsI.

XapakTepHbIMU OCJIOXHEHUSIMUA MUTPAJTbHON HEAOCTAaTOUHOCTU IMPHU
npoJiarce MUTPAJIbHOTO KJlalaHa SIBJISIIOTCSl 3aCTOMHAsI cepleuHasi Hello-
CTaTOYHOCTb, JIETOYHasl TUIEPTeH3MsI, apTepraibHas TpoOMOOIMOOIUSI.

daxkTopaMu pucKa pa3BUTHS «IUCTOI» (HE BOCIATUTEIBHOI) MUT-
paJbHOM HEIOCTATOYHOCTH IMTPU CUHIAPOME TTPOIaOMPOBAHMS 110 JAHHBIM
JIBYXMepHoOi1 axokapauorpaduu sipasitorest (N. Weissman et al., 1994):

1) nunaraius JieBOro aTpUOBEHTPUKYJISIPHOTO OTBEPCTHUS;

2) mpoJianc NpeuMyllecTBEHHO 3aAHel MUTPaIbHOM CTBOPKU;

3) YTOJIIEHHOCTh 3aJHEil MUTPabHON CTBOPKHM.

Hugpexuuonnwiii 3ndoxapoum

B cepuu HabnroaeHU, MPOBEIEHHBIX Y B3POCIbIX, TOKAa3aHO, YTO
IIPOJIATIC MUTPAJILHOTO KJalaHa SIBISETCS 3HAUYMTEIbHBIM (haKTOpOM
pUCKa BO3HUKHOBEHUSI MH(MPEKIIMOHHOTO HA0KApAUTA. AOGCOIIOTHBII
PUCK BOBHUKHOBEHMsI 3a00JIeBaHMSI BbIlle, YeM B IMOMYJIsILUU, B 4,4 pa3a.
OpnHako B ciiyyae TpoJiarica MUTPpaJbHOTO KjianaHa 6e3 CUCTOJIMYeCKOTo
1IyMa pUcK MH(pEKIMOHHOTO 3HI0KApAUTa TTOYTU TaKOM Xe, Kak U B
obweii rmomyJsiiuu, — 0,0046 %. B 1o Xe BpeMst pucK MHGEKLIMOHHOTO
sHAoKapauTa B 13 pas Bblllle, YeM B MOMYJsSILUU, B caydyae mpoJiamnca
MUTpPaJIbHOTO KJIallaHa ¢ M30JMPOBAHHBIM IO3HE- WJIU TOJOCUCTOIU-
yeckuM mymom — 0,052 %. Yacrora MHGEKIMOHHOTIO SHAOKApAUTA Y
OOJILHBIX C MPOJIATICOM MUTPAJbHOIO KJjalaHa YBeJIMYMBAETCS C BO3pa-
CTOM, ITO3TOMY V JIE€TE€ MaHHBIA CUHAPOM PEIKO SBASECTCI NPUUUHOMN
WH(GEKIMOHHOIO dHAOKApAUTA U BCTpevaeTcsl ¢ yactoTtoil 1 ciyvaii Ha
500 GOJbHBIX.

HenoBpexneHHble CTPYKTYpbI CEpALIAa 00/1a1al0T BHICOKOH yCTONYM-
BOCTbIO K BO3JEMCTBUIO MH(PEKIIMOHHOTO BO30yauTens. [To aToit npu-
YyHE CTPYKTYPHbIE OCOOEHHOCTU CTBOPOK M MOJAKJIAIIaHHOTrO anmnapara
Mpu MpoJiarice MUTPAJIbHOTO KJaraHa mpeapacrnoaraloT K BOSHUKHO-
BeHUNIO MH(MEKIMOHHOI0 3HAoKapauTa. Ilpu Hanuuum OakTepueMun
BO30YAUTE/b OCEAAET HA UBMEHEHHBIX CTBOPKAX C MOCACAYIOLIUM pa3-
BUTHEM KJIACCUYECKOTO BOCTIAJICHUS ¢ 0Opa3oBaHMEM OaKTepHalbHBIX
BereTalui.

V neteit HauboJiee yacToil MPUUMHON TPAaH3UTOPHOU OaKTeprueMUn
SIBJISIETCS CaHAIlMS TIOJOCTU pPTa, OAHAKO TPaH3UTOpPHAs OaKTepUeMUs
MOXeT BO3HUKATh IPU UCITOJb30BaHUH XKeBaTeJIbHON PE3UHKU, OCOOCH-
HO TIPY HAJIMYMU KapUO3HBIX 3yOOB.

MHbeKIMOHHbIA SHAOKAPAUT 00YCIOBANBAET TSIXKEIYI0 MUTPATIbHYIO
HEA0CTATOYHOCTh, BLICOKA BEPOSITHOCTh BOSHUKHOBEHUST TPOMO0IMOO-
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JIUU COCYOB MO3Ia, YACTO B MATOJIOTMUYECKUIA TPOLIECC BOBJIEKAETCSI MU~
OKap[l ¢ pa3BUTHEM JIEBOXEIYIOYKOBOI TUCHYHKIIUN.

JuarHoctuka MHGEKIMOHHOIO 9HIOKAPAUTA MPU MPOJIarnce MUT-
paJIbHOTO KJjallaHa MpeJcTaBisieT 3HauuTebHble TpyaHOCTU. [TocKob-
Ky CTBOPKHU TIPHU MpoJarce U30bITOYHO (heCTOHUYATHIE, OTO HE TTO3BOJISIET
BBISIBUTh Hayaj10 (GopMUpOBaHUs OaKTeprabHbIX BereTaluii 1o JaHHbIM
axokaparorpaduu. OCHOBHOE 3HAYEHHUE B IMArHOCTUKE dHIAOKApIUTA
“MeeT KJIMHUYEeCKasi CUMIITOMaTUKa MH(EKIIMOHHOTO Mpoliecca (JIMXo-
panka, 03HOOBI, CBITTb, CTUIEHOMETAIUS U Ip.), TOSIBICHHUE IIIyMa MUT-
pajbHOM perypruTauuu u (pakT oOHapyKeHUs BO30YIUTEsI TPU MOBTOP-
HBIX BbICEBaX KPOBHU.

Hapywenus cepdeunozo pumma

IIMK B psife ciiyyaeB COMpPOBOXKAAETCs HapyllIeHUEM CEpAeUYHOro
putMa. Cpenu 00JbIIOro pa3Hoobdpasus aputMmuii y gereit ¢ IIMK onu-
CaHbl CUHYCOBasl TaXMKapausl, HAIKETYIOUYKOBbIE U KeTyI0YKOBbIE K-
CTPaCUCTOJIMU, HAIKEJTY1I0UYKOBbIe (DOPMBbI TAXUKAPAUI (MTAPOKCU3MATb-
Hasl, HemapoKCcu3MasbHas), pexke — CUHYycoBas OpaauKapaus, mapacu-
CTOJIMSI, MEpLIaHWE U TpemneTaHue npeacepauit, cuHapom Bosbda —
ITapkuHcona — Yaiita. OcoOeHHO YacTO BO3HUKAIOT CYNPaBEeHTPUKY-
JIIPHBIE U XKeJyTOYKOBbIC 9KCTPACUCTOJbI, a TAKXKE HAPYIICHUS TPOBO-
JUMOCTH.

CornacHo ganHbIM A.A. TapacoBoii (2000), cynpaBeHTPUKYJISIpHAsI
skcrpacucronus rnpu [IMK perucrpupyercst B 7,4 % cityuaes, Xeaymaod-
KOBas 3KcTpacucToius — B 3,4 % cinydaeB. HapylieHue mpoBoaMMOCTH
y neteii ¢ [IMK B Buze ykopodeHust mHTepBaiia P-Q BctpevaeTcst B 6 %
ciyuyaeB, cuHapoMa Bonbgpa — [Mapkuncona — Yaiita — B 11 % ciayua-
€B, HETIOJHOM OJIOKaIbI IIPaBOil HOXKY ITyuka ['mcca — B 28 % cirydaes.

B 10 ke BpeMsi, o TaHHBIM JPYTUX MOMYJSILIMOHHBIX MCCIeI0BaHUI
(B ToM uuciie @peMUHIEMCKOI0), paclpoCTPaHEHHOCTb HapyIIeHU I
putMa cepaua npu I[IMK cyiiecTBeHHO He OTJIMYaeTCcsl OT TaKOBOI B
o6ueit monynsiunu (D. Duren et al., 1988; L. Freed et al., 1999).

MexaH13M BO3HUKHOBEHMSI HAPYIIEHUI CepAeYHOro pUuTMa OCTaeT-
cg He 10 koHua BeisicHeHHBIM. E. Chesler (1983) B kauecTBe OmIHOI U3
OpUYMH BO3HUKHOBeHUs apuTtMuil mpu IIMK HazbiBaeT M30BITOYHOE
HanpsKeHWe TanuUISIPHBIX MBILIL M3-32 MTPOJa0MpOBaHUsI CTBOPOK U
BO3HUKAIOIIUI IIPU 3TOM KOpoHapociasM. JIpyrue aBTopbl TOBOPST 00
YBEJIMUEHHON BJIEKTPUUYECKON aKTUBHOCTU KapJAUOMUOILIMTOB B JIEBOM
Mpeacepany BCIAEACTBUE pa3apaXkeHUs MpoJabupyoleil CTBOPKOl BO
BpeMs1 CUCTOJIbL. ['eHe3 cynmpaBeHTPUKYISIPHBIX TaXUKAPAUil CBSI3bIBAIOT
C JIEBOPACHOJI0XEHHBIMU 100aBOUHBIMU MTPOBOJASIIIUMU MYTSIMU Y JIULL C
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IIMK. Uccnenosanusa F0.M. beno3epoBa cBUIETEIBCTBYIOT O TOM, UTO
B IeHe3e CYINpPaBEeHTPUKYJISIPHBIX apUTMUIA JIEKUT HapylIeHUe HeWpo-
BEreTaTUBHOM Peryyasiliuu neiicMeinkepHbIx 00pa3oBaHUil BCEeACTBUE
JTUC(YHKIIMU LepeOpaibHbIX U BereTaTUBHbBIX CTPYKTYp Ha (poHe map-
LIMAJbHOM 3alepXKM CO3pEeBaHUSI WJIM aCMHXPOHHOTO Pa3BUTHS Opra-
Husma. CynpaBeHTpUKYIsipHble aputMuu y aeteit ¢ IIMK yaie acco-
LIMAPYIOTCSI C TIOBBIIIIEHHBIM YPOBHEM KOPKOBOI aKTUBAIlUM M BeTeTa-
TUBHOM TNCOYHKIMEN IO CMMIIAaTUKOTOHUYECKOMY THTTY. Peske BOZHHUK-
HOBEHME HALKETYIOUYKOBBIX apUTMUI 00YCITIOBIEHO HEAOCTATOYHOCTHIO
AKTUBUPYIOIIMX CUCTEM MO3ra Ha (poHe BereTaTMBHOMN AUCGHYHKIIMU 1O
BaroTOHMYECKOMY THITY.

YkopoueHue uHrepnaja P-Q oOycjioBjieHO aHATOMUYECKUMU WU
(pU3MONTOTHICCKUMI M3MEHEHUSIMHN B aTPUOBEHTPUKYJISIPHOM y3Jie U
TUTIEPIIPOBOAUMOCTBIO B HEM, (DYHKIIMOHUPOBAHUEM OBICTPOTO IyTH
MPOBEJACHUS B aTPUOBEHTPUKYISIPHOM COCIMHEHUU WU C HAJIUYUEeM
JOTIOJIHUTENIbHBIX yTel TpoBeneHust (O.A. Kucisik ¢ coast., 1998). I1pu
3TOM yKOpoueHue uHTepBaia P-Q MOXeT SIBISITbCSI MapKepOM CKPBITO-
ro cuaapoma Bombda — INapkuHcoHa — Yaiita, 4To MMeEET Cephe3HOE
MMPOTHOCTUYECKOE 3HAUCHUE.

MHorue aBTOpbI YKa3bIBalOT Ha coyeTaHue cuHapoma [IMK c¢ yonu-
HeHueM uHTepBaia Q-T ¢ wactoroit or 20 mo 28 %, HECKOJIBKO yallle
BBISIBJISIEMBIM MPU CYyTOYHOM MoHUTOpupoBaHuu DKI u mpu nszomer-
puueckoii Harpy3ke (P.®D. A6aynnaes ¢ coasT., 1991). Y 6onbHbIX [IMK
CUHIpOM yaanHeHHoro nHTepBana Q-T y geteii ¢ [IMK yaie npoteka-
eT 6eccumnToMHo. Eciu ke cuHapom ymimHeHHoro uHtepsaia Q-T y
nereii ¢ [IMK conpoBoxmaeTcsi 0OMOPOYHBIMU COCTOSIHUSIMU, HEO0XO0-
MO OIPEACIUTh BEPOSITHOCTb Pa3BUTUSI KU3HEYTPOXKAIOLIUX apUTMU I
(MpeauKTOpOB BHE3AIMHOU cMepTH). Pernatoniee npaBuio st MpOrHo-
3MPOBAHUS BEPOSITHOCTU XKM3HEYTpOXKaOUIUX apUTMUI pazpaboTaHO
M.A. lIkonpHUKOBOI (Tabd. 7).

JI71 OLIEHKM BO3MOXHOTO IPOTHO3a 3a00JeBaHMST PACCUNTBIBAETCS
MOKa3aTesib CyMMbl BECOBBIX KO3(M(MUIIMEHTOB Y KaXI0T0 pedeHKa Mo
opmyie: S =alX1 +a2X2+ ... +a9X9. Ecau S < 0,89, nporHo3s 6Jiaro-
OpusITHBINA, Tipu S > 0,89 — HeOMaronpPUSITHLIN (BBICOKUI pUCK BO3HUK-
HOBEHUS XU3HEYTPOXKAIOIINX apUTMUIN 1 BHE3aITHOM CMEPTH).

Buezannas cmepmo

CambiM TsKesbIM ociioxkHeHueM [TMK sBisieTcss BHe3amHasi cMepTh.
ITo nannbeiMm P. Kligfield u coaBt., BHe3anHas cMepth Iipu [IMK BcTpe-
yaetcs B 1,9 ciyyaeB Ha 10 000 HaGa0AeHUI, YTO HAMHOTO MEHBIIIE TI0
CPaBHEHMIO CO CMEPTHOCTBIO OT APYIUX CEPeUHO-COCYIUCThIX 3a001e-
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Tabnuua 7
HasBaHue npusHaka TEELEI] X B
npusHaka ko3pPpuumeHT (a)
YonuHeHne nHtepeana Q-T Ha > 500 mc 1 0.22
OKI nokosi < 500 mc 0 ’
Bo3pacT BO3HMKHOBEHUS NEPBOro > 7 net 1 0.44
cuHKomne <7 net 0 ’
AnbtepHaumsa 3ybua T Ha 9K EcTtb 1 0.39
rokos Het 0 ’
XKenynoykoBasi 3KCTpacucTonus Ectb 1 0.08
Ha OKI™ nokos Het 0 ’
JKenypo4ykoBasi 3KCTPacuUCToNns EcTb 1 0,20
npu BEN03ProMeTpumn Het 0 0
> 5 1
YacTtoTta cuHkorne B rof, <5 0 0,21
Cyn0pOXHbIi CUHAPOM BO BPEMS EcTtb 1 0.18
CVIHKOMe Het 0 ’
Yuncno HEBPONOrMYECcKnX > 5 1
0,16
MWKPO3HAKOB <5 0
Myxckonm 1
ron XKeHcknin 0 0,03

BaHui. OIHAKO C y4eTOM BbICOKOI pacrpocTtpaHeHHocTu [IMK B mo-
MyJSILUKY 9Ta Mpobsema sBsieTcs BechbMa akTyalabHoM. Beero B murepa-
Type onucaHo okoJjio 100 cirydyaeB BHe3amHoi cMeptH, korga [TMK ObLt
€MHCTBEHHOM MaToJoroaHaTOMUYecKoi Haxoakoi. D. Duren u coaBr.
OIyOJIMKOBAJIU PE3YJIbTaThl JJIMTEIbHOTO Hab oaeHus (10 20 eT) 3a 300
6onmpHBIMU ¢ [TMK, 3 (1 %) 13 HUX yMepau BHe3aInmHoO. B OoabImmHCTBe
cJyJyaeB OCTaHOBKa cep/illa CBSI3aHa C MPeAIeCTBYIONICH Keaya0UKOBOM
TaxuKapauei Uau OCTPON JIEBOXKEIYI0UYKOBOW HEJOCTaTOYHOCTbHIO
BCJIEACTBME pa3pbiBa XopA. B To ke BpeMs He Bcerna ObLIO yCTaHOBIIE-
HO, UTO CJIOXHBIE HapyIIeHUs pUTMa Cepialla UMeJIM MeCTO mepen da-
TaJIbHBIM UCcX0A0M y 6osbHbIX ¢ I[TMK npu BHe3anHoit cMeptu. Kpome
TOro, KkojauuecTBo ciaydaeB couetaHusi [IMK co ciioxkxHbIMM HapyleH -
SIMM PUTMa 3HAYUTEIHHO MPEBOCXOAUT KOJIMUECTBO YMEPIIHUX.

YacTtoTa BHe3anHol cMepTu npu cuHapome [TMK 3aBucutT ot MHO-
ruX (aKTopoB, OCHOBHBIMH U3 KOTOPBIX SABISIOTCS dJIeKTprIecKas He-
CTaOUJIBHOCTh MUOKAPJA MTPU HATUYMU CUHAPOMA YIJTUHEHHOTO UHTEP-
Basia Q-T, Xelyno4KoBble apUTMUM, COMYTCTBYIOLIAsI MUTpaibHas He-
JOCTaTOYHOCTh, HEMPOTYMOpPaIbHbIN AMCOATaHC U AP.

ITo mannwim J. Bourdarias (1991), puck BHe3ammHOM CMepTH TIPU OT-
CYTCTBUM MUTPaAJIbHOI peryprutaiiu Hu3Kui u He npesbiiaeT 2 : 10 000
B TOJI, B TO BpeMs KaK IIPH COITYTCTBYIOIIE MUTPAIbHOMN perypruTaliuu
yBeauuuBaetcs B 50—100 pas.
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B GonbimHCTBE ciyyaeB BHe3amHasi cMepTh y 00bHbIX ¢ [IMK Ho-
CUT apUTMOTCHHBIN TeHe3 1 00yCIIOBJIeHa BHE3aITHBIM BOZHUKHOBEHU -
€M MIMOIAaTUYECKOM XeJynouyKoBOi Taxukapauu (huopUISLMU) Ha
(hoHe cuHapOoMa yaMHeHHOro uHtepBana Q-T.

CylecTByeT ornpeaesieHHas TPOTUBOPEYMBOCTD BO B3IVISIAAX pa3iny-
HBIX aBTOPOB Ha BOIIPOCHI B3aUMOCBSI3M BHE3aTHO CMEPTH apuUTMHUYEC-
koro rene3a n [IMK. ITokazano, uro IIMK BrisiBisiercst auib B 1 % ciry-
YyaeB Cpeau MOruoIInX OT JOKYMEHTUPOBAHHOM BHE3aITHON CMEPTH apuT-
MHUYeCKOTO reHe3a. [1pu mmTeTbHOM TPOCTIEKTUBHOM HaOTIOACHUH OT-
MEUEHO, YTO YyacToTa BHE3alHOW CMEePTH apUTMUYECKOro reHesa y ma-
mueHToB ¢ [IMK cocraBnseT 1,0—2,5 %. Cpeau nuir 6e3 BIpakeHHOM
MUTPAJIbHOM perypruTaluuu eXerogHo peructpupyiot 1,9 ciydas BHe-
3aMmHoM cMepTu apuTMuueckoro reHesa Ha 10 000 6onbHbIX ¢ [IMK; ipu
HaJIMYMU BBIPAXKEHHOM WX TSKEJIOU CTENEHU MUTPAJIbHOM peryprura-
LIMM BEPOSITHOCTb Pa3BUTHsI BHE3ATHOM CMEPTH apUTMUYECKOTO reHesa
nosbiaeTcs B 50—100 pas, nocturas 190 ciayyaeB Ha 10 000 mauueHTOB
Broa (Z.R. Bhutto etal., 1992; L. La Vecchia et al., 1998; B.A. Carabello,
1999; P.D. Kumar 2000). B psine KpynHbIX UCCeA0BaHUN OTMEUYEHO, UTO
TIIMK ObL1 €AMHCTBEHHBIM CTPYKTYPHBIM CEPAEYHO-COCYIUCTHIM Hapy-
meHreM y 8—10 % OOJIBHBIX ¢ MAMOTIATUICCKON XKeJIyTOUYKOBON Taxu-
kapaueii 1 B 10 % ciydaeB — y JIMII MOJIOZOTO BO3pacTa, yMEPIINX B pe-
3yJbTaTe apUTMOTEeHHOI BHE3aIlTHOM CMEpPTH.

B penxux ciydassx B OCHOBE BHE3aITHOUM CEpACYHOI CMEpPTHU Y 00JIb-
HbIx ¢ IIMK MoxeT jiexxaTh BpoxXAeHHAasi aHOMaJlisl KOPOHAPHBIX apTe-
puii (aHOMaJIbHOE OTXOXJIEHME TPaBOU WM JIEBOW KOPOHAPHOI apTe-
pum), IpUBOIAIIAs K OCTPOM MIIEMHM MHOKapaa U €ro HEeKpo3y
(C. Nelson-Piercy et al., 1990).

B 1ie10M 0CHOBHBIMU (paKTOpaMy pUCKa BHE3alHOW CMEPTH y JeTeit
¢ cunapomoM IIMK sBistroTCs:

1) xenynoukoBbie aputMuu 11—V rpagauuu no Lown;

2) yaauHeHue KoppurupoBaHHoro nHtepsaia Q-T Gomee 440 mc;

3) nosiBaeHue uieMuyeckux uameHeHuii Ha SKI Bo BpeMst pusu-
YeCKOI Harpy3Ku;

4) KapaMOTeHHbIe OOMOPOYHBIC COCTOSIHMSI B aHaMHe3e€.

Hcxop 3a001eBaHus M POTHO3

TeueHue 3a00eBaHUS U €r0 MPOTHO3 OMPEACISIIOTCS HATUUYUEM MUT-
pasibHOM peryprutauuu. [IMK 6e3 MutpajibHOI peryprutaidu u Kiu-
HUYECKON CUMIITOMAaTUKKU MMEET B OOJIbIIMHCTBE CJTyyaeB OJaronpusiT-
HbIii TporHo3. [TogoOHbIe MalMeHThl HE HYXXIAl0TCs B TPOBEIEHUY Jie-
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yeOHo-npoduiakTuyeckux Meponpusituit. Mcxon MK ¢ MutpanbHoit
perypruramueil onpeaeasieTcsl CTerneHblo BbIPak€HHOCTU MOCAeAHel 1
TeMIaMU pa3BUTUSI MUKCOMATO3HOM iereHepaliii CTBOPOK MUTPaIbHO-
ro KjaraHa U MOAKJIAIMaHHbIX cTPYKTyp. [IpumepHo B 15 % ciiyuaeB co
BpeMeHEeM MUTpajibHasl peryprutaiusi HapactaeT. B aToM ciiyyae Kiu-
Huuecku 3HauuMblii [IMK nepexoaut B Mopdojiornuecku 3HaYuMBblIid
ITMK ¢ BO3MOXHBIM pa3zBUTHEM CEpPJAEUYHON HEAOCTAaTOUYHOCTHU, YTO
OIpeAeJISIET Cepbe3HbIl MPOTrHO3 3a00JIeBaHMS.



