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IMpoaanc mutparrHOTOo KAanaHa ([TMK) mpeactas-
ASIeT OAHY M3 Hamboaee NPOTUBOPEUUBHIX IIPOOAEM
COBpeMeHHOM Kapanoaoruu. HecmoTpsa Ha moutu co-
poKaneTHee m3ydeHUe C "GecIpeleAeHTHLIM U Heo-
0O3PUMBIM KOAMYECTBOM COOOIIIEHUN B MEAUITUHCKOM
AWTeparype”, MHOTHE aCIeKTHI OCTAIOTCS AMCKYyTa-
OeAbHBIMM U IIOKA AAAEKU OT OAHO3HAYHOW TPaKTOB-
ku [33]. Onyb6aukoBanHble B 90-e TOABI aBTOPUTET-
Hble 0030pHBIEe PabOTHI KOHCTATUPOBAAUM 'CyMOyp',
"Hepa3bepuxy" ¥ "Upe3BBHIYAMHYIO IPOTHBOPEYH-
BOCTBL" BO B3TASIA@X MATO(MU3UOAOTOB, KAMHUIITUCTOB-
HCCAEAOBATEAEN M Bpauel IIMPOKOU NPAKTUKUA Ha
IMMK. HanatocTpaniisiMu HEOAHO3HAYHOCTU TPAKTOB-
KU 3TOM IPOOAEMBI MOI'YT CAY’KHTL TaKue HaszBaHUSI
crare, Kak "[IpoAamnc MUTPAABHOTO KAallaHa — TAa-
maTali CMepTH WAM BapuaHT HOpMEI? ', "TlapaHoiis
npoaamnca”, "duacko yMepeHHON MUTPAAbHON peryp-
TUTAIlMU IIPH [POAAIICE MUTPAABHOTO KAallaHa',
"TIpoaarnic MHUTPAABLHOTO KAallaHa — BeHEITMaHCKUU
KyIlell AW MHOTO Iryma u3 Hudero?" [17, 33].

BMecTe ¢ TeM B IOCAeAHEe BpeMsi OIIPEAEASIETCs OT-
YETAMBAsS TEHASHIVS K YIOPSIAOUYEHUIO U PAIOHAAM-
3aIUy IIPEACTaBACHUN O AMATHOCTHUKE, HOMEHKAATY-
pe, SIUAEMHOAOTHH, OCOOEHHOCTSIX TeUeHUs U IIPOT-
HO3a, a Takyke IIPUHIIUIIAX BEAEHUs MaleHTOB C
MK [14, 31]. OTOT cyllecTBeHHBIM IIporpecc o0yc-
AOBAEH IIEABIM PSIAOM (PAaKTOPOB, BRKAIOUAIOIIUX:

- YCTaHOBAEHVE YABTPACTPYKTYPHBIX H3MeHEeHUH
COEAVMHUTEABHOTKAHHBIX 1 MBIIIEYHBIX KOMIIOHEHTOB
MHUTparbHOro KaanaHa (MK) y GOABHBIX C ero Ipo-
AQIICOM IIO0 AQHHBIM THCTOAOTMYECKUX IIOCTOIepariu-
OHHBIX U @yTOIICHUHMHBIX UCCAEAOBAHUH;

- 000CHOBaHME Ba>XHOCTU POAM HACAEACTBEHHBIX
dakTopoB B passuruu [IMK;

- yTOYHEeHUe CTepeoMeTpPHUYeCKUX OCOOeHHOCTel
pasAnYHEBEIX CTPYKTYp MK u BBIpabOTKy Ooaee CTpo-
TUX KPUTEPUEB €ro AUarHOCTUKY;

- IPOBeAEHUEe Pelpe3eHTaTUBHBIX NPOCIEKTUBHBIX
MONYASIITUOHHBIX HMCCAEAOBAHUN pacIpoOCTpPaHeHHOC-
T [IMK, XapakTepa ero TeueHHsI U BHIPaOOTKy Ha
9TOU OCHOBE paIlMOHAABHBIX MTPOMUAAKTUYECKUX U
AeuebHBIX ITOAXOAOB [12, 26].

ChaepyeT OTMETUTh, YTO IO3UTHBHBIE U3MEHEHUS B
ocMmbicaeHuu npodaeMbl [IMK He HalIAU AOAKHOTO
OCBellleHUsI B OTe4YeCTBEHHOU AuTeparype. BBITyIO-
1ye CpeAd Bpadyel-TepalleBTOB U KAapAWOAOTOB IIIH-
POKOM IIPAKTHUKU IIPEACTAaBAEHUS HENOCAEAOBATEABb-
HBI U CIIyTaHbLI. DTO, C OAHOM CTOPOHEI, IIPUBOAUT K
HepeAKoM runeppuarHoctuke [IMK ¢ HaBenBaHueM
nanueHTaM HeOOOCHOBAHHOM TPEBOTH, a C APYTOH,
MO>KeT BECTU K UIHOPUPOBAHUIO AEMCTBUTEABHO BBI-
Pa’kKeHHBIX HapyLIeHUMN, TPeOYyIOIUX IPOBEAECHUS
aAEKBATHBIX AeueOHBIX MeponpudaTruit [17, 26].

B HacrogiieM 0030pe AUTEpATyphl OOCY>KAAIOTCS
COBpeMeHHBbIe IIOHATHUSA O PAa3AWYHBIX aclleKTaX MIpoo-
aembl [IMK. B cBsizu ¢ 6oABIIMM 06'BEMOM MaTepHuasa
MBI COYAW BO3MOJKHBIM Pa3pAe€AUTh ero Ha ABa B3au-
MOCBS3aHHBIX COOOIIeHHUS: B IIePBOM OYAYT IIPEACTaB-
A€HBI TEDMUHOAOI'MS], HOMEHKAATYPQ, 3TUOAOTUS, 3IIU-
aemuonaorust u amarHoctuka I[TMK. Bropoe coobie-
HIeE IIOCBAIIEHO PACCMOTPEHNIO KAMHNYECKUX IIPOSIB-
A€HUM, TeUeHUs, OCAOJKHEHUHN U TaKTUKU BeAeHUS IIa-
IIVEHTOB C IIPOAAIICOM.

Tepmunoaorus u onpegeaenue

O6o3Hauenue [IMK B auTepaType, 10 METKOMY OII-
peaerennto Braunwald E. (1997), xapakTepu30BaAOCh
"HarpoMO’KAeHHEM OOAee WAU MeHee YAQUHBIX Tep-
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MHWHOB U (DOPMYAUPOBOK", K KOTOPBIM MOTYT OBITH OT-
HeCeHHl: "CHMHAPOM IeAYKa M Imyma", "MHKCOMATOo3-
Hoe mopakeHune MK", "cunapom Barlow" (mo mmMeHu
aBTOpa, omucasiiero I[IMK B 1963 1.), "cuHApPOM IpO-
BUCAIOIIEro KAamaHa' M Ap. IlaTorormyeckw wuaMe-
HeHHBIe CTBOPKU MK OIpepeAsAnich Kak 'MacCHB-
geie" ("voluminous"), "dpe3MepHO yBeAWUeHHLIE"
("redundant"), "mMukcomaTosHbie" ("mixomatous"),
"nposucaromue” ("floppy"), "mop0OHBIE KaMIOUIOHY"
("hooding"), "Bribyxatomme” ("billowing") [14]. Cara-
bello B. et al. (2000), yka3bIBalOT: YKa3aHHbIE COCTOS-
HUS AOCTQTOYHO YaCTO IIE€PEXOASAT OAHO B APYTOe€, UTO
OCAOJKHSET WX pasrpaHudeHuie. Hapsipy c mepeuwnc-
A€HHBIMU TEepPMHHAMU AAS ONMCAHUSA CTBOPKU IIPU
IMMK, pa3BuBIIEMCS B CAy4Yae pa3pbiBa CYXO>KHAb-
HBIX X0pA MK, HEPEAKO HCIOAB3YIOT TEePMUHEL 'MO-
roTsamas”, "xaomatomasa” ("flail") [28].

B cOOTBETCTBUM C OIIpeAeAeHHEeM 3KCIepTOB AMe-
PUKaHCKON KapAUOAOTHMUecKOM acconuanuu, [TMK
npegcmasBAeH KaK COCMOsIHUe, NPU KOMOPOM CMeujeHa
ogHa uAu obe cmBopku MK BBepx u K3agu Hag NAOC-
KOCIMBIO €ro KOAbUd BO BPeEMsi CUCMOAbL C UX "'nporu-
6om", "BbinsuuBanuem”, "npoBucanuem” B norocmb Ae-
Boro npegcepgus (AIT) [26].

CreneHb aHATOMO-(QPYHKIIMOHAABHBIX W3MeHEeHUU
annapara MK 1npu ero npoaarnce 3Ha4UTEeABHO BapbHU-
pyeT, co3paBasg LUIMPOKUU CIEKTP COCTOSIHUM C pas-
AWYHBIMU IaTOMOP(OAOTHUECKUMH, reMOANHaMuJec-
KMMU U KAWHUYECKUMU 0COOeHHOCTIMU. Tak, B 4acTu
CAydaeB cMellleHue cTBOPOK MK BO BpeMsI CUCTOAEL C
UX MNpoAabMpOBaHMEM MOJKeT BO3HUKATb Y IMPAKTHU-
YeCKU 3AOPOBBIX AIOAEM C HOPMAAbHOU CTPYKTYpPOU
KAallaHa BO BpeMs TpoObl BaabcaabBEIL, @ TakyKe OpuU
AeruApaTaliy, BCAEACTBUE TPAH3UTOPHOIO yMeHb-
1IeHUs pa3MepoB AeBOTO Xeaypouka (AK) [9]. YV na-
nueHToB ¢ IIMK npu oTCYyTCTBUM aHATOMUYECKUX U3-
MeHEeHHUU KaAallaHa MOJKET OIIPEAEASIThCS He3Hadu-
TEeABHOE CHCTOAWYECKOoe cMeleHue cTBopok MK 0Oe3
HapyIIeHUsI UX CMBIKaHUS U 6e3 Pa3BUTHUS MUTPAAb-
"ol perypruranuu (MP) [21, 35]. C Apyro#i CTOPOHHEL,
opu [IMK B03MOXXHEI BHIpaXeHHBIE AeeKThl pas-
AWUHBIX CTPYKTYP MK, BKAIOYAs CTBOPKH, CYXOKHUAB-
HBIE XOPABI, TAIUAASPHBIE MBIIIIEI U KAAllaHHOE
KOABIIO, C yTPaTod CHCTOAMYECKOTO COIIOCTaBAECHUS
CTBOPOK M BO3HUKHOBeHUeM Tskenron MP [8, 15].

Homenxaamypa u smuoaorus

Bomnpocel HoMenkaatypsl [IMK ocTraroTcs pAuckyTa-
OenbHbBIMU. Ecam moppaspenenme [IMK Ha mepBuu-
Hble U BTOPUYHBIE (POPMBI AOCTATOYHO OOIIEIPUHS-
TO, TO BHIAGAEHME TaKUX BapHAHTOB, KakK KAaccudec-
KUY, HeKAaCcCHUYeCKUM M (QYHKIIMOHAABHBINM IIOKa He
HAIIIAO IIOBCEMECTHOI'O INPUHSTUS M SIBASIETCS IIPEA-
MeTOM OOCYy>KAeHUs. Aaree IIPeACTaBAEHBI HauOOAee
pacupocTpaHeHHLIe BapuaHTEI 0003HaueHud [ IMK.

B nmoaaBagionieM GoablinHCTBe caydaeB [IMK om-
pearenseTcss KakK MepBUYHBIM (MAWOIIATUYECKUI), Xa-
PaKTepU3YIOUINNCS "MUKCOMATO3HOU IpoAmdepalu-
e" (psip aBTOPOB HCIOAB3YIOT TEPMHUHEBI "MHUKCOMa-
TO3Hasi AereHepanus’, "MUKCOMAaTO3Has TpaHC@OP-
Marmsi', "MUKCOMaTO3Hass WHQPUALTpAIUs"') KAamaH-
HBIX CTPYKTYD [4, 31]. [To coBpeMeHHBIM IpeACTaBAe-

HUAM, 0a3UPYIONIUMCS Ha IIUPOKUX HCCAEAOBAHUSIX
YAEHOB ceMeHM IIaIlueHTOB C AOKYMEHTUPOBAHHBIM
nepBuyHBIM [IMK, B GOABIIMHCTBE CAy4aeB OH HOCUT
HACAEACTBEHHBIM QymOCOMHO-§OMUHAQHMHBLU XAPAK-
mep C euje HeugeHMU@UUUPOBAHHbLIM T'€HOM (UAlU
rpynnot reHoB), 9KCnpeccus KOmoporo (Komopwlx) 3a-
Bucum om noAa u Bo3pacma [32]. Tak, IpuBeAEHBI AO-
Ka3aTeAbCTBa TOTO, YTO CPEAHU POACTBEHHUKOB OOAbL-
HbIX ¢ nepBuuyHBIM [IMK, oTHOCAIIMXCS K TepBOM
CTeIleHU POACTBQ, B IPYIIIIEe MOAOABIX JKEHIIIMH YacTo-
Ta [IMK aocturaer 50%, 3HAUUTEABHO IIPEBOCXOAS
TakoBYyIO (10—30%) B rpynmnax MOAOABIX MY KUMH, Ae-
Tel U MOXXMABIX AUIL 00oero noaa [32, 36]. [TepBuu-
geIM [IMK MOXeT OBITH aCCOIMUPOBAH C COITyTCTBY-
IOIIUM TIPOAAOMPOBaHNEM TPUKYCIMAAABLHOTO KAalla-
HQ; B TO >Ke BpeMslI MHKCOMATO3HOe [IOpa’keHue aop-
TAaABHOTO ¥ IIYABMOHAABLHOTO KAQIIaHOB OTMEYaeTcCs
3HAUYUTEABHO peske [2, 22].

HemnocpeacTBeHHast CBSI3b TeHETUUECKUX (PAaKTOPOB
c passurueM nepsuuHoro I'IMK ocraerca HepocTa-
TOYHO yCTaHOBAEHHOU. [IpeArionaraeTcs, 4To reHeTuU-
JecKasl IIPeAPaCIOAOKEHHOCTh OIIpeAeAseT BO3HUK-
HOBEHME CTPYKTYPHBIX U/UAU OUOXUMUYECKUX Ae-
deKTOB KOoArareHa B cTBOpkax MK m cyOBaabByASp-
HBIX CTPYKTypax [2, 29]. OTa Touka 3peHUsI 0OOCHO-
BBLIBAETCSI AQHHBLIMU I'MCTOAOTUYECKUX UCCAEAOBAHUY,
BBIIBASIIOIINX HapyIIeHUs apXUTeKTOHUKM U par-
MEHTAIIUI0O KOAAAT€HOBBIX BOAOKOH B 3TUX CTPYKTY-
pax ¢ HaAKONAEHHEM KHUCABIX TAMKO3aMUHTAMKAHOB,
yTo 0003HAUAIOT KakK "MHKCOMAaTO3Has NpoAudepa-
uus” cTBOpoK [16, 25]. Buoxummdyeckue AedeKTHI
KOAAareHa B cTBopkKax npu [IMK MoOryT nposBAATBECS
HapyluleHUsAMU cooTHomeHUM mMexay I, III u V tuna-
MM KOAAATeHa. B To >Ke BpeMs B CeMeMHBIX I'e€HeTH-
YeCKUX HCCAEAOBAHUSX HE OTMeUYeHO YeTKOU CBA3U
MeJKAY SKCIIpeccueil I'eHOB, ONPEAEASIIOUINX CHHTe3
Pa3AMYHBIX TUIIOB KOAAAT€Ha, W Pa3BUTHEM IepBUU-
"oro [IMK [7, 36].

B rpynny nepsuusoro I'TMK aBTOpuUTeTHBIE KapAU-
OAOTH BKAIOUAIOT CAy4YaM IIpPOAAICa y IIAIlMeHTOB C
HACAGACTBEHHBLIMU 3a00AeBAaHUSIMHU COEAMHUTEALHOU
TKaHU (CUHApPOMBI MapdaHa, daepca—Aanro — [, 111
u IV Tunos, ayTOCOMHO-AOMMHAHTHasg (popMa IIOAU-
KHUCTO3a IIoYeK, CHHAPOMEI osteogenesis imperfecta,
pseudoxantoma elasticum) [16, 24].

B mocaepHre ropbl KAUHUIIUCTEL IPEAAOSKUAU pA3-
rpanudenue neppuuHoro IIMK Ha gBe ¢popmbl B 3aBU-
CuUMOCMU Om HAAUHUS 5XOKapguorpaguiecku BbISIBAS-
eMblX CMPYKMYpPHHIX u3meHeHnuli cmBopok MK. ®op-
ma [IMK, xapakTepusyromasacs co4eTaHUEM IIPOAA-
OUPOBaHUS CTBOPOK C UX YTOAIIeHUEM U/UAU Aeop-
Maruen, U/WAU YAAMHEHHEM, U/UAU "dpe3MepHBIM
yBeandenueMm" ("redundance"), oOo3HadaeTcss Kak
KAQccuyeckasl, AWM UCTHHHAs, B TO BpeMs KaK IIpHU
IPOAAOMPOBAHUU CTBOPOK 0€3 UX CTPYKTYPHBIX W3-
MeHEeHUH yCTaHaBAMBAIOT HEKAQCCUuecKyio (hopMy
I[MMK [5, 6, 10, 29]. MOTUBHUPOBKOM IIOAOOHOTO IIOA-
pa3peAeHUus CAY’KaT [IpeABapUTeAbHBIE AAHHBIE O
pa3anuusax B TeueHue 3Ttux gopm [IMK, npu Gonree
BBICOKOM YaCTOTe OCAOKHEHHUM y MaIMeHTOB C KAAC-
CHUYECKUM IIPOAAIICOM. BBICKa3BIBAIOTCSA TaKyKe IIPeA-
TIOAO’KEHHUS O BO3MOJKHBIX Pa3sAUUYUSAX FeHeTHYeCKOH!
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MIPEAPACIIOAOKEHHOCTU MEJKAY MepednCAeHHBIMU
dopmamu nepsuuHoro [IMK [16]. B To >ke Bpems psip
HUCCAeAOBaTeAeH YKA3bIBAIOT HA HEAOCTATOUHYIO U3Y-
YEeHHOCTb 'eHEeTUYECKMX U IIPOTHOCTUYECKUX Pa3AU-
unii MexXpy npepraraeMeivu dopmamu I[IMK, a Tak-
>Ke Ha HeOOXOAMMOCTD IIPOBEAEHUS KPYITHOMACIITa0-
HBIX MCCAEAOBAHUM AAS PEarbHOTO CY’KACHUS O Ipa-
BOMOYHOCTHU TTOAOOHOTO pas3rpaHudeHus [24].

Y ywactu 60oAbHEIX [IMK BO3HMKAaeT B acCOIUAIIUU C
APYTUMU COCTOSHUSAMHU. B aTOM caydyae oH o603Haua-
eTcst Kak BmopuuHbil [IMK. Mbl cunTaeM 0O00OCHOBaH-
HBIM NOApPa3AeAreHue IpuumH BTOopuuHOoro I'IMK Ha
ABe rpynnsl, npeprokeHHoe B. Carabello et al. (2000)
[15, 18]. TTo mx MHeHUIO, BOSHUKHOBEHNE BTOPUYHOTO
IMMK Mo>keT OBITH CBSI3aHO KaK C Pa3BUBAIOIUMUICS
pAedekTaMu CTPyKTyp camoro MK, Tak u ¢ reMoprWHa-
MUYECKUMU NPUYNHAMU, BBI3BIBAIOIIUMU Pa3BUTHE
HEeCOOTBETCTBUSI pa3MepoB CTBOpoK MK pa3mepam
NK u/vam AT

1. CocTrosHus, BEI3bIBAIOLINE HAPYUIEHUS CTPYKTYP
MK:

- peBMaTU3M U ApyTHUe CUCTEeMHBIe 3a00AeBaHUs CO-
eAVHUTEABHON TKaHU;

- U"HQEKIVOHHEBIN DHAOKAPAUT;

- uneMuyeckas 60Ae3Hb CepAlia.

2. CocrosHus, 00yCAaBAUBAIOIINE Pa3BUTHE HECO-
OTBETCTBUSA pa3MepoB cTBOpok MK pasmepam AXK
u/uau NIl (HeKOTOpble UCCAEAOBATEAU OOBEAUHSIIOT
UX MOHATUEM QyHKUUuoHaAbHOro [TMK):

- npo6a BaabCcanbBHI;

- AePEKTHI MeXXIIPEACEPAHON ITepeTOPOAKY, aHOMa-
Aus OO0WITEeMHA TPUKYCIIMAQABHOTO KAQIIAHQ;

- aHOMAaAUM Pa3BUTUS TPYAHOU KAETKU;

- runepTpoduyeckasi OOCTPYKTUBHAasI KapAUOMHO-
TIaTHs;

- TUIIEPTUPEO3;

- HepBHas aHOPeKCUs (anorexia nervosa);

- 9Mdu3eMa AeTKUX;

- YMeHBIIIEHHBIN IIepeAHe-3aAHUN pa3Mep I'PyAHOU
KAETKM y IIPakKTHYeCKU 3A0POBHIX Atoael [7, 10, 11,
13, 35].

ChAepyeT OTMETUTH, YTO T'MCTOAOIMYECKas CTPYKTY-
pa ctBopok MK mnpu mepsuutom ([TMK) u BTOpHU-
HOM IIpOAAIICe IIPU HACAEACTBEHHBIX 3a00AE€BaHUSX
COEAVMHUTEABHOM TKAHM CYIIeCTBEHHO He OTAWYAaeT-
csg. Ha 3ToM OCHOBaHMN HEKOTOPBLIE MCCAEAOBATEAU
IpeAlioAaraioT, uTo nepBuyHbI [IMK moxkeT mpea-
CTaBAITb OTPAHUYEHHBIM BapUaHT HACAEACTBEHHBIX
3a00AeBaHUN COEAVHUTEABHOU TKaHu [3, 16, 31].

Snugemuoaorus

IIMK MHOIrme MCCAeAOBATEAU XAPAKTEPU3YIOT KakK
HaumboAee YaACTOe HapylleHUe CTPYKTYphl U/UAU
(OPYHKIUM KAQIIQHOB CEPAIIA Y B3POCABIX B MHAYCTPH-
aAbHO Pa3BUTHIX CTpaHaX. ITo pa3AMYHBEIM COOOIEeHHU-
sIM, €TO PacCIpPOCTPAHEHHOCTb B OOLIEeN MOIyASIIIUU
B3POCAOI'0O HaCEAEHUS IIUPOKO BapbUPyeT, COCTABASIS
oT 1—3% a0 15—17% [14]. Boaee BBICOKag yacToTa
[IMK oO0ObIYHO OTMedYaeTCs CpeAU >KeHIIWH MO CpaB-
HEHUIO C My’KYMHaMHU (IO AQHHBIM HEKOTOPBIX aBTO-
poB — B 2 pasa), a TakK>XXe Y AIOAEH MOAOAOIO BO3pac-
Ta [14]. B psiae pabot (70-e u 80-e ToABI), OCHOBBIBAB-
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LIINXCS MPEUMYIIeCTBEHHO Ha HEAOCTAaTOYHO CIIeId-
(pUUHBIX ¥ HECTaHAAPTU3WPOBAHHBIX AMATHOCTHYEC-
KHUX TIOAXO0AAX, pacnpocTtpadHeHHocTh [TMK paciienu-
BaAach Kak elle OoAee BBICOKAas, AocTturaromas 30—
35% [23, 30]. Cpepu 0oOCAEpAOBAHHBIX HaMU IAIjUeH-
TOB COOTHOIIEHHEe MY’>KYWH U JKEHIIMH COCTaBUAO
1,1:1.

ITpu obcyxpernm sanupemuororuu [IMK obpaiator
BHUMAaHUEe pPe3yAbTaThl ONyOAMKOBAHHBEIX HEAABHO
KPYIHBIX IONYASIIMOHHBIX HUCCAEAOBAHMM, TA€ AUAr-
"Hoctuka [IMK 6Ga3upoBanrach Ha CTPOTUX YTOUYHEH-
HBIX 9XOKapAUOTpaUUIECKUX KpUTepusax. [1o0 AaHHBIM
DpeMUHTEMCKOTO UCCAEAOBaHUS, TTpUBeAeHHoTO Fre-
ed L.A. et al. (1999), [IMK auarnoctupoBat y 2,4% u3
3491 o6cAepOBAHHOTO; CpeAUM JKeHIIWH ero 4acToTa
OblAa HECKOABKO BBIIIE YeM Y MY’KUHMH, COCTaBUB CO-
OTBETCTBEeHHO 2,7% mpoTuB 2,1%; pacipepeAeHme Na-
nueHTOB ¢ [IMK 1o Bo3pacTy He OTAMYAaAOCh OT TaKO-
Boro B rpymne 6e3 [TMK [24]. Cpean 4136 MOAOABIX (B
Bo3pacTe 25—35 AeT) AopeM OOlel IIONyAdIUM M3
uccaepoBanuss CARDIA (Coronary Artery Risk Deve-
lopment In young Adults) ITIMK KoHCTaTUpOBaH AWIIb
y 0,6%, nprueM ero 4acToTa He 3aBHUCEAd OT IIOAA U
pacel 06cAepAOBaHHBIX [23]. ABTOPBI 060MX IIPUBEAEH-
HBIX HMCCAEAOBAHUN IOAUEPKUBAIOT KOHCTUTYIIMO-
HaabHBIE 0COOeHHOCTH OOABHBIX ¢ [IMK, KoTOpEBIEe
OOBLIYHO XapaKTepHU30BaAUCh GOAee BBEICOKUM POCTOM
u 6oAee HU3KOM MAacCoM TeAd IO CpaBHEHMIO C 00CAe-
AoBaHHBIMU, He nMeBmmMH [TMK [23, 24].

Auarnocmuka

Beaymue meropbl pmarnocTuku [IMK — aycKyab-
TaIlUsl CepAlla U 3XOKapArorpadrueckoe HCCAEAOBa-
Hue (Ox0KI'), ucrnoab3yemMble OOBIYHO B TECHOU B3au-
MocBA3U. KoHTpacTHy10 BeHTpuKyAorpaduio u ¢o-
HOKapAuorpaduio, UCIOAb30BaABIINECT AAS YCTaHOB-
aenust pauarHosa [IMK, raaBubIM oOpasoMm, B 70-e u
80-e ropbl, Tereph NPUMEHSIOT 3HAUUTEABHO peke.

Khaccuueckasi ayckyAbmamuBHASL KAPMUHA IPHU
[IMK xapakTepusyeTcs HaAUYWEeM CAEAYIOIIUX de-
HOMEHOB:

- CPegHeCUCMOAUUEeCKOIO WeAUKad (HeCKOAbKUX WeA-
4KOB), OOYCAOBAEHHOTO "XAOIKOM" YAAMHEHHEBIX CY-
XOKUABHBIX XOPA IIPU UX YIIPYTOM HATS>KEHHU B MO-
MEeHT, Koraa cTBopka MK pocTuraer KOHEUHOUM TOYKM
CBOETr0 CHCTOAMYECKOTO ABUJKeHUs. BakHas poAb B
OIleHKe cucToAndeckoro meauka npu [IMK otBoauT-
cs AMHaMHu4eCcKom ayckyabranuu [34]. [TokasaHo, 4To
LIIEAYOK M3MeHsIeT BpeMeHHOe OTHOIIIeHHe K TOHaM B
OTBET Ha IIPOOHI, BAULIOIINE Ha COOTHOIIIEHNE pa3Me-
poB ctBopok MK pasmepam AJK. Tak, mpu mpoOe
BaabcaabBhl ¥ IIpu BcTaBaHUM pa3dmep AK yMmeHbIIa-
eTCs, CTelleHb IIPOAAOUPOBAHMS BO3pacTaeT U IeA-
YOK BBICAYIIMBAETCS PAHBIIE B XOA€ CUCTOABL [lpu
CuAeHHU Ha KoplToukax oTMedaeTcs yBeAudeHHue
pasmepa AJK CcO CHUI)KEHHEM CTelleHU IIporabupoBa-
HUS M CMellleHueM Ijeauka Oarmske Ko II Tony. I'lpose-
A€HUe IIepeuuCcAeHHBIX IPo0 B IIpollecce AUHaMU4dec-
KOUM ayCKyAbTallUd MOXKET OBITh HCIIOAB30BAHO AAS
pPa3rpaHUYeHus CUCTOAMYECKOro Ieauka npu [TMK
OT APYTUX BapuaHTOB CHCTOAMYECKUX IIIEAUYKOB (CBSI-
3@HHBIX C U3THAHWEM KPOBU IIPU CTEHO3aX aopTaAb-
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HOT'O UAM IYABMOHAABHOTI'O KAQIIAHOB), pa3jpBoeHUi [
u Il TOHOB, AOIIOAHUTEABHBIX TOHOB IIPH aHEBPU3Me
MeXXIIPEACEPAHOM eperopoaku [1, 34].

- NO3gHe- UAU CPegHeCUCmMOAUYecKoro wyma (oobrd-
HO CpepHe- UAM BBICOKOYACTOTHOTO), CBSI3aHHOTO C
MP. TIpopAOARKUTEABHOCTH CUCTOAWYECKOIO IIyMQ,
obycaoBaernHoro MP, y nanuenTtoB ¢ [IMK Hepepko
MeHbIle, 4eM npu MP, BBI3BAaHHOU peBMaTHYE€CKUM
nopakenneM MK. C yBeAnueHHeM CTelleHM BEBIpa-
KeHHOCTH MP mym Mo’keT npuoOpeTaTrb 'OAOCHUCTO-
AMYecKul xapakrep [1, 2, 34].

KoMOuHanys nepeyuCcAeHHBIX ayCKYAbBTATUBHBIX
(hbeHOMEHOB BBICAYIINBAETCS, IO AQHHBIM Pa3AMYHBIX
aBTOPOB, C Y4aCTOTOM OT 5 A0 64%. B uwacTu caydaes
BO3MOJKEH M30AUPOBAHHBIM CUCTOAMYECKUMN IEAYOK
(0AMH AU HECKOABKO) MAM U30AUPOBAHHBIN CUCTOAU-
YeCKUM IIyM, KOTOpble 00OAQAQIOT PaCCMOTPEHHBIMU
BBIIIe XapaKTepucTukaMu. ITo paHHBIM DpeMUHTeM-
CKOTO HCCAEAOBAHUS, KOTAA ayCKYAbTALMIO CepAlla
BBIIIOAHSIAU BBICOKOKBAAUUITUPOBAHHLIE KapAUOAO-
TH, XapaKTepHasl ayCKyAbTaTHBHas KapTUHa HMeAa
MecTo y 86% OoapHBIX ¢ [IMK [24]. ¥ HeKOTOpEHIX
06oabHBIX ¢ [IMK 1pu TIjaTeAbHOU ayCKyAbTalluu He
YAQ€ETCs BBLIIBUTHL M3MEHEHUN MEAOAUU CEepAlla, 4TO
0003HaYaeTcss HEKOTOPBIMU aBTOPaMM KakK '"HeMou"
("silent") TIMK [1, 33].

Memogam 3OxoKI-uccregoBaHnHusi OTBOAUTCS IeH-
TPaAbHOE MEeCTO B YCTAHOBACHMH HAAWYUS U BHIIBAE-
auu ocobernnoctert [TIMK. M- u B-OxoKI-pesxxumbr —
Ba’KHEUIIINe TeCThl, UCIIOAb3YEeMBIEe AN AUATHOCTUKU
IMMK, onpepenreHUsI CTPYKTYPHI U XapakTepa ABUXKe-
HUg CTBOPOK MK, CYXOKUABLHBIX XOPA U HMAIHUAASID-
HBIX MBI, olleHKU pauaaTaruu All u AJK. Mnyab-
CHasl ponmnaeporpacduss U IBeTHOE AONIAEPOBCKOE
KapTUPOBaHUe IITUPOKO IPUMEHSIOTCS AAS OIIPEAEeAe-
HUs cTeneHu BhIpakeHHOcTH MP npu [TMK. Ompe-
AeAeHHYIO poAb IIpu [TMK urparoT Tak>ke upesnuiie-
BopHOe OxoKTI-nccaepoBaHUe (AAS YTOUHEHUS CTepe-
OMeTpHUYeCcKHUX ocobeHHOcCTel CTpyKTyp MK) u
ctpeccoBasg IOXoKI' (AAg OLleHKM perMmOHAABHOM CHC-
ToAMdYecKoU PyHKIUM NAJK M yCTaHOBAEHUS AMHAMU-
YyecKuX m3MeHeHnU nmapamerpos MP) [10, 22, 30].

YuuThiBasg Ba’KHOCTh 3XOKapAHUOTpaUuecKom Auar-
vHocTuku [IMK c ncnoas3oBanuemM M- u B-pexuMoB,
cuuTaeM Ba’XHBIM OCTAHOBUTHLCSI Ha PacCMOTPEHUU
3TOrO BoIpoca 0oaee TOAPOOHO. B coBpeMeHHOM AnTe-
paType MOCTOSTHHO ITOAYEPKUBAETCS CTPeMAeHHe u3be-
x)amp runepguarHocmuxu IIMK, HepepKO MMeBIIEN
MeCTO Ha IIPEeABIAYIIUX 3Tanax ero maydenud. C 3Toi
LIEABI0 UCIIOAB3YETCSI KOMNAEKC MOgepHU3UPOBAHHbIX
gocmamouHo cmporux M- u B-OxoKI-kpumepues, 0a-
3UPYIOLUIUXCSI Ha YTOYHEHHBIX IIPEACTABACHUSIX O
TPEeXMEpHBIX AWHAMHUYECKUX B3aWMOOTHOIIEHUSX
Mesxpay crpykrypamMu MK [29, 34]. AuarHoctuka [IMK
U er0 0COOEHHOCTEHN Y BCeX HaOAIOAQBIINXCS HaMU I1a-
LIeHTOB OCHOBBLIBAAACh Ha AQHHBLIX KPUTEPUSIX.

OxoKI-kKpurepueM AMArHOCTUKU TPOAAOMPOBaAHUSA
ctBopok MK B M-pexxume, o MHeHHi0 Delirenbayma X.
(1999) u O'Rourke R.A. (2000), aBasieTCsT ©X TOAOCHUC-

omnaam

TOAMYECKOe cMellleHUue K3aAu oT AuHun CD He MeHee
yeM Ha 3 MM MAM HX [I03AHee CHUCTOANYEeCcKoe CMelle-
HHe B 3TOM HallpaBA€HUM He MeHee 4eM Ha 2 MM [0,
31]. Aunusa CD coepuHSIET TOUKH, PETUCTPUPYEMEIE B
M-pexxume OxoKI' cOOTBETCTBEHHO B MOMEHT ITOAHO-
ro 3aKphITUs CTBOPOK MK (Touka C) U B MOMEHT OTK-
priTus ctBopok MK (Touka D). [TopuepkuBaeTcsi, OA-
HAKO, HEAOCTATOUHO BBICOKAS CIeNUMUUHOCTL 3TOTO
KpUTEepHs, CBsI3aHHAsI C TeM, YTO B M-pe’kuMe ABU-
KeHHe CcTBOPOK MK olleHMBaeTcs IO OTHOIIEHUIO K
HEMOABMI)KHOMY YABTPa3BYKOBOMY AQTUUKY, a He K
OKPY’KalolIUM MX MOABMKHBEIM KAAQIIAaHHBIM CTPYKTY-
pam [5, 19]. [ToaTOMy IPEALIOYTUTEABHBIM AAS AHMAr-
"HocTukH [IMK cunraror B-pexxum IxoKI'. Arg yBeaun-
YeHUsS ero MHPOPMATUBHOCTU TOAATAIOT HEOOXOAU-
MBIM OCYILIECTBASTHL Budyaausanuio MK ¢ ucrnoab3o-
BaHueM pa3AndYHBIX OxoKI-mo3uiiuii, m3 KOTOPHIX
HauboAee Ba’KHOE MeCTO OTBOAUTCSI IlapacTepHaAb-
HOM II0 AAMHHOM OCH U AByXKaMepHOU no3unugam [19,
23]. I'pu ouleHKe N300pa>keHUM B 3TUX MO3UITUSX AU-
arHoctuka [IMK GasupyeTcss Ha BBIIBAEHUU CMellle-
HUsA cTBOPOK B AIl Ooaee yem Ha 2—4 MM 3a IAOC-
KocTb MK (mpoxopdaiyro 4yepe3 TOYKU IIPUKPEIAe-
HUS CTBOPOK KAallaHa K ero KOABITY). Vicmoab3oBaHue
as BeisiBAeHUs1 [IMK ueTwipexkamepHoit 9xoKI-mo-
3UIJUM MHOTHE MCCAEAOBATEAM CUMTAIOT HelpueMAe-
MBIM, TIOCKOABKY H3-3a HEIAOCKOH ("ceproBHAHON")
dopmbl Koaba MK BuU3yaamsanus CMeIeHHs €ero
CTBOPOK B 3TOU MO3UIMU ITOKA3bkIBaeT BHICOKYIO Yac-
TOTY THII€PAUATHOCTUKYU TPOAAOUPOBaHUS.

Boarmoe 3unauenue aasa OxoKI-omenku ITMK ume-
em usmepeHue moAwuHb cmBopok MK [36]. Tloc-
KOABKY BO BpeMs CHUCTOABL AJK MX TOAIWHA 3HA4U-
TEeABHO MeHbIlle, 4YeM BO BpeMsl AUACTOABI, KOTAA
CTBOPKM He PAaCTSHYTHI, TO CTAaHAAPTHU3UPOBAHHBLIM
SIBASIETCSI H3MepeHUue AWACTOANYECKOM TOAIIUHEI
CTBOPOK. YTOAIIIeHNEe KOHCTaTUPYeTCsI B CAy4dae, eCAR
MaKCUMaABHBIU MONEPEeYHbIN pa3Mep CpeAHelN 4acTHu
CTBOPKU IIpeBhINIaeT 5 MM. OnpepereHHOe 3HaUeHUTe
NIPUAQETCS BBIAGACHUIO AMDDY3HOTO UAU AOKAABHOTO
XapakTepa yToAllleHus ctBopok MK [26, 36].

BakHOE MeCcTO B YCTAaHOBAEHHU OCOOEHHOCTEH
IMMK otBopuTcs: OxoKI-pAMarHocTuke Hecoomsemc-
MBUSlL PA3MEPOB CMBOPOK pasmepam KoAbya MK, aps
Jero OOBIYHO HCIIOAB3YeTCsl IapacTepHaAbHasl MO3U-
Ius 10 KOPOTKOM ocu. B cayudae, ecAu NAOII@Ab OA-
HOM mAM obenx cTBOpPOoK MK HempomnopIiimoHaAbHO
OOABIIas AAS IAOIIAAU €TI0 KOABIQ, KOHCTaTHUPYIOT
HaAnuue "HU30BITOYHOCTH" ("UYpe3MepHOro yBeAmde-
Husg', "redundance") pazMepa CTBOPOK [26]. AOTOA-
HUTEABHBLIMH OCOOEHHOCTSIMM CTPYKTYPhI KAAIlaHa,
KOTOpBIE MOTYT OOHapy>kuBaTbcsa npu IxoKI-uccae-
poBaHuu y nanmeHToB c [IMK, aBagroTcs pedopma-
IUM CTBOPOK, YBeAWYeHUEe AAMHBI CYXO>XKHABHBIX
XOPA ¥ HAUAASIPHBIX MBI, UX MUKCOMATO3HEIE U3-
MeHEeHUs, a Tak’kKe YBeAUueHUe AHhaMeTpa KOAbIla
MK. BroigBaeHUE TepeuYuCAEHHBIX XapaKTePUCTUK
MK paccmaTpuBaeTcsl KaK HEOOXOAUMBIY KOMIIOHEHT
B ollpepeAreHUM IporHosa y Aut ¢ [IMK [8, 26].
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ITPOAAIIC MITPAABHOT'O KAATIAHA:
CYYACHI IIOTAIAN HA HOMEHKAATYPY, EIIIAEMIOAOITIO,
AIATHOCTHKY, ITPOTHO3 TA TAKTUKY BEAEHHA

O.1. Agpuk, A.E. barpii, A.B. I'pimun, O.B. CamoiiroBa, K.P. TiopksH,
B.O. l'atipykos, O.B. Onimenko, C.P. 360poBchKuii

ITpoaamnc MITPaABHOTO KAQIlaHA OAHE 3 HAWCKAGAHININMX IIUTaHb Cy4acHOI Kapaioaoril. AiTepaTypHi AaHI IIOAO Li€l
npoOaeMU CyllepedAnBi. B mepiriil 4acTUHI OTASAY AiTepaTypy HaBEAECHI CydacHI AaHI IIPO MUTAHHS TePMiHOAOTIL, HO-
MEHKAAQTYPH, €TiOAOTil, ermiaeMioAoril Ta AMAarHOCTHKHU IIPOAAIICY MiTpaAbHOrO KaamnaHa ([TMK).

HaBeapeHo cydacHy Kaacudikaliito IIbOTO IaTOAOTIUHOIO CTaHy, OIKMCAHO IiCTOAOTIUHI Ta CTPYKTYPHI 3MiHM KAAIlaH-
Horo anapaTy. OxapaKTepi3oBaHi MeTa Ta Miclle ayCKyAbTallil Ta eXxoKapaiorpadidyHOTO AOCAIAKEHHS y AlarHOCTHUIL
IMK.

MITRAL VALVE PROLAPSE:
MODERN VIEWPOINT ON TERMINOLOGY, ETIOLOGY,
EPIDEMIOLOGY, DIAGNOSIS AND MANAGEMENT

A.l. Dyadyk, A.E. Bagriy, D. V. Grishin, O.V. Samoilova, K.R. Turkyan,
V.O. Gaidukov, A.V. Onyshchenko, S.R. Zborovskiy
Mitral valve prolapse (MVP) is one of the most complicated issues of contemporary cardiology. The data of literature
concerning this problem are very contradictory. Our first part of the review the contemporary data on terminology,
etiology, epidemiology and diagnosis of MVP are presented.
The contemporary classification, structural and histological features of MVP are presented in the article. The pur-
pose and place of auscultation and echocardiography in the MVP diagnostics are described.
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