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CTCIBpOI'IOAbCKClﬂ rocyAdpcCctTBeHHaa MeAULUHCKAA AKaAeMHns

ePMHH «IIPOJIAIIC MUTPaJbHOro kianana» (IIMK)

AKTUBHO HMCIIOJIb3YeTCH B COBPEMEHHON MeIHIIMHC-

KOil JINTepaType U B MPAKTHYECKOH JAeATeIbHOCTH
Bpaveil TepaneBTOB, KapA10J0roB. [IpUHATO BBIIEIATH
NePBUYHBIH (BPOKAEHHbI, HANONATHYECKHI) U BTO-
puunsbni IIMK.

B nexnun peus noiiaer o nepsuuHoM IIMK, kotopsrit
3aHMMAET BEyILEE MECTO B CTPYKTYPE CEPIEUHO-COCYANC-
TOW MATOJIOTHH Y JIUIT MOJIOIOTO Bo3pacTa [7, 20].

Bropuunsnii [IMK pa3BuBaeTcst Ha ¢oHE MOpaXKESHUSA
cep/la Mpyu KOPOHApHOW MaToJIOrMM, peBMaTui3Me, Kapau-
OMUOTIATHSIX, MUOKapIUTe, BPOXKAECHHBIX TOPOKaX Cepala,
TpaBM€ IpyAHOH KJIETKM M APYT'MX HaTOIOTMYECKUX CO-
CTOSIHMSX, MPHUBOIAIINX K MOPAXKEHHIO MHOKapJa J€BOTO
JKEITyI0YKa U NaNWUIAPHON MyCKynaTypsl. B psne ciydaes
BropuuHblii [IMK MoxeT oka3bIBaTh CyIIECTBEHHOE BIIUS-
HHUE Ha TE€YeHHE OCHOBHOTO 3a00JIEBaHMUS.

[omynsius 6oapHEIX ¢ nepBuyHbIM [IMK nonmnmopd-
Ha, TETEPOTeHHA, XapaKTepU3yeTcs MUPOKUM AHaNa30HOM
KIMHAYECKUX W TapaKInHIIeCKuX mpossieHwi [7, 20]. B
ciayyasx BbiBieHus [IMK nepen KIMHMLIACTOM HEPEIKO
BO3HHMKAET BOIPOC: KaK PaCIICHUBATh BBIIBICHHYIO HAXO[I-
Ky? CuuTaTh 11 €e BAPHAHTOM HOPMBI, pacCMaTpUBaTh JIH
KaK OTKJIOHEHHE OT HOPMEI, He TpeOyloliee CIennaaIbHOro
HaOJIIOICHNST ¥ OCYLIECTBICHHS Mep NMPO(HIAKTHKH, JTHO0
KaK aHOMAJIUIO, aCCOLIMMPOBAHHYIO C BO3MOKHBIMU OCJIOXK-
HeHusmu? [9].

B cBs3u ¢ BbImeckazaHHBIM pa3paboTKa AUArHOCTH-
gyeckoit Taktuku npu IIMK u ero ocnoxxsHeHusx, a Takxe
OOBEKTHBH3AIMS OLEHKH PHCKAa Pa3BUTUS OCIIOKHEHHH
PHUOOPETAIOT 0COOYI0 aKTyaIbHOCTb.

Dnuodemuonozun

[epsuunsrii IIMK sBnsetcst ogHOM U3 Hanbonee pac-
MPOCTPAaHCHHBIX aHOMAJIMH KJIAIIAHHOTO ammnapara cepara,
€ro 4acToTa B IOMYNSLUHU, O JAaHHBIM pPa3HBIX aBTOPOB,
coctasisier 1,6-38% [7, 14, 16, 28]. PacnpocTpaHeHHOCTh
IIMK 3Ha4uTENBHO BapbUpPYET B 3aBHCUMOCTU OT MOJA,
BO3pacTa: MakcMMalbHas pacnpocrpaHeHHocTs (17-38%)
OoTMeuaeTcs y )KEeHIINH, JIUI] Moooro Bo3pacta [24]. [IMK
BCTPEYACTCS] 3HAYMUTENIFHO Yallle y POAMBIINXCA M MPOXKHU-
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BAIOIIMX B SKOJIOTHUYECKH HEONArOMpUsITHBIX PETHOHaX. B
3Py AKOJIOTHYECKOTO HEOIAromnomyyusi JaHHbBIH (HakT UMeeT
OrpOMHO€ 3HAQUCHUC JId MOHUMAaHUA NMPUYNH )11/133M6pl/1-
OoreHesa cepjua, €ro COeJUHUTEIbHOTKAHHBIX JJIEMEHTOB
[2].

Dmuonamozenes

IIpr3HaHHBIMH MTPUYMHAMU BO3HMKHOBEHMS IEPBUY-
Horo IIMK siBrsirorcst:

* HapylIeHHE KapAuOreHe3a — TEOpHs BPOXKAECHHBIX
MUKPOAHOMAJIUI apXUTEKTypbl CTBOPOK, XOpA U aTpHO-
BEHTPUKYJISIPHOTO KOJIbIA, KOTOPBIE CO BPEMEHEM H3-3a
MOBTOPSIOIIMXCST MUKPOTPaBM Ha (poHE reMoguMHaMHYec-
KHX BO3ICHCTBUI CTAHOBATCS Ooliee BBIPAKCHHBIMH, CO-
MIPOBOXK/1ASICH U30BITOYHON MPOAYKIIHEH B CTpOME KiIaraHa
KoJutareHa npeumyuecrseHHo III tumna;

* IUCIUIa3Hs COEAUHUTEIbHOTKAHHBIX CTPYKTYp — Te-
OpHsl TIEPBUYHOTO (T€HETHYECKH JICTEPMUHHPOBAHHOIO)
Jedekra pa3BUTHSA COEAMHHUTEILHOTKAHHOIO —armapara
MHUTPAJTBHOTO KiamaHa. Mop¢oJormdeckum cyOocTpaToM
nepsuaHoro [IMK sBnsieTcss MUKCOMaTO3Hast JeTeHepalus,
HpejcTaBisiionias coboil TeHeTHYecKu OO0YyCIOBICHHBIN
IpoIiecC HapyIIEHUs M yTpaTbl HOPMAaJIbHOH apXHUTEKTO-
HUKH QUOPHIIIAPHBIX U 2MACTUYECKUX CTPYKTYP COCANHH-
TENBHOM TKaHM C HAKOIJIEHHEM KHCIBIX IPOTEOITIMKAHOB
0e3 Ipr3HaKOB BOCTIasIeHHsT. MUKCOMATO3HOM JleTeHepaliiy
IIpu AUCIIIa3Uun COCHHHHTGHBHOﬁ TKaHU MOABEPracTCsa HE
ryOuarblii cj10ii, Kak NPy WHBOJIIOTHBHBIX M BOCIIAIUTEIb-
HBIX IIpoLieccax, a GruOPO3HbIH, UTPAIOIIUI POJIb KCOEANHH-
TENBbHOTKaHHOIO CKEJIETa» MUTPaIbHON CTBOPKH. [Tpu aTOM
B N3MEHEHHBIX CTBOPKaxX MOP(OIOrHIecKr 0OHAPYKUBAIOT
CHIDKEHHE YPOBHSI MOIIEKYJIAPHOM OpraHM3aluu KoJjulare-
HOBBIX BOJIOKOH [ 15, 30]. Hepenko BcTpeuaroTcst ceMeiHbIe
dopmer TIMK [16]. TIMK BHecen B katasior V. McKusic
«Mendelian Inheritance in Man» nox Ne157700 [41]. Cy-
HIECTBYIOT CBEACHUS O JIOKAIU3AlUH JIOKYCa NEPBUYHOTO
IMIMK na xpomocomax 11p15.4 [34], 16p11.2-p12.1 [32]. C
puckoM pasutus nepsuuHoro [IMK cBs3biBaroT noaumop-
(hu3Mm reHoB snactuHa [43] u pudpwunHa-1 [29, 40];

¢ HapylmeHue KJIalmaHHOM HWHHCPBAIIUNU — BO3HUKACT
IPHU Pa3IUYHBIX BETETATHUBHBIX M IICHXO3MOLMOHAIBHBIX
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HapyIIeHUsIX.

Wuorga nepsuuneiii [IMK nonpaspensitor Ha opra-
HUYECKHH (IPH HAJIWIUK MHKCOMATO3HOHW JeTeHepalnnu) u
(GYHKIMOHANBHEINA (06€3 SXOKapauorpapuecKux KpUTepH-
€B MUKCOMAaTO3HOM AereHepanun) [15].

Pe3ynbraThl KOMIUIEKCHOTO 00C/IEA0BaHUS MAIEHTOB
¢ nepsuyHbIM [IMK mo3BosisitoT cunTarh, 4T0 B BO3HUKHO-
BEHHMHU ITIPONAOHUPOBAHUS CTBOPOK MMEET 3Ha4€HHE OIHO-
BPEMEHHO HECKOJIBKO (pAKTOPOB, OCHOBHBIMU M3 KOTOPBIX
SBISTIOTCSL  HETIOJTHOLIEHHOCTh  COCIMHUTEIbHOTKAHHBIX
CTPYKTYp KJIallaHa, MHHOPHbIC aHOMAJIMH KJIAIIAHHOTO aIl-
rapara, NCHx0-BereTaTuBHasi JUCHYHKIHS, CIOCOOCTBYIO-
1asi FeMOJMHAMUYECKOH qucperynsanuu [2].

Tepmunonozun. Koovt MKb-10

B ximaccudpukanmyn AMEpHUKaHCKOH acCOIMAldU Kap-
nmuonoroB 1987 roga IIMK Ovin BeIZENEH M3 TPYIIBHI Ha-
CJIC/ICTBEHHBIX KOJJIATGHOBBIX OONE3HEH B MOATPYMNILY
M30JIUPOBAHHBIX MHUKpoaHoManuil [25]. Bmecte ¢ Tem mo
HacTosiero BpeMeHu B HoMeHkiaarype IIMK cymectByer
JIOCTaTOYHO MHOTO CIIOPHBIX BOMNPOCOB, YTO CBUAETEIb-
CTByeT 00 OTCYTCTBHUHM €JMHOTO TEPMHUHOJIOTHYECKOTO
moaxona. Tak, IIMK npu HacnencTBeHHBIX 3a00JIeBaHUSIX
(cuHIpOMax) COEIMHUTEIBHON TKAHU OIHH aBTOPBI CUUTA-
IOT BTOPUYHBIM, JIpyTHe — IepBUYHBIM [7, 16]. 3ameTHa yc-
JIOBHOCTH TepMuHa «uauonaruueckuity [IMK, Tak kak jio-
TMYHO TPEIOJIOKHUTH, YTO K HIHOIIaTHIECKOMY ITPOJIaICy
CJIe/lyeT OTHOCHUTS CITy4dad ¢ HEyTOYHEHHOM MPUIMHON IPO-
namnca, a He [IMK, B ocHOBe KOTOPOro yailie BCEro paccmar-
pHBaeTCs BPOXKICHHBIN 1e(EKT COSTMHUTEILHON TKAHU.

B nureparype MOXXHO BCTPETUTH MOHITHE «CHHIPOM
IIMK)», KOTOpBbIi, IO MHEHHUIO HEKOTOPBIX aBTOPOB, OTJIU-
gaercs ot [IMK Tem, 4to BKITtouaeT xanoObl Ha cepaieou-
eHue, 00NM B IpyIHOM KIIETKE, TAHWYECKUE COCTOSHUSA, U3-
MCHEHHS HACTPOCHUSI, IIOCTOSHHYIO YCTaIOCTh, CI1ad0CTb,
TOJIOBHBIE OOM, HAapyIIEHHs ICATCIbHOCTH KHIIEYHHKA
[44]. TlepeuncneHHble CUMIITOMBI B CBOKO O4epenb 00yc-
JIOBJIEHB! TUC(YHKIMEH BereTaTUBHON HEPBHOI CHUCTEMBI,
OJHOTO U3 OCHOBHBIX CHHJPOMOB IPH BPOXKJEHHOM AMCI-
na3uu coenuHuTenbHOM TKaHu U [IMK, B wactHoctH [12,
20].

M3BecTHa «HENMPUKAsSHHOCTB» 3TOM KaTeropuu Ima-
LIUEHTOB: K rpyme OOJBbHBIX C MOPOKAMHU Cep/lla OHU He
OTHOCSTCS, a «AEKYPHBIID) AUMarHO3 HEUPOLUPKYIATOPHOU
(HLLI) nnm BereTo-cOCyIMCTON IUCTOHUM HE OOBSCHSET
BCEro MHOT000pa3usi KITMHAYECKOH CUMITOMATHKH [7].

Otpaxernne [IMK B cTpykType KIMHHYECKOTO IHa-
THO3a HEMPOLUPKYJIATOPHON MM BEreTO-COCYAUCTON IuC-
ToHHMHU cnocobeTByeT pacmnpenenenuto [IMK k kmaccy VI
«bone3nn HepBHOU cuctemb»: G90.8 [Ipyrue paccrpoiic-
TBa BEreTaTUBHOW [aBTOHOMHOM| HEPBHOM CUCTEMBI UJIH K
kinaccy V «llcuxuyeckue paccTpoiicTBa M paccTporcTBa
mosenenus»: F45.3 Comarodopmuas aucyHKIHS Bere-
TaTUBHON HEPBHOW cHCTeMBL. B andasutHOM ykazarene
MKB-10 HeilpounpKyIaTOpHas aCTeHHUS M AUCTOHUS Bere-
TO-COCYAMCTasi UIMEIOT OIMHAKOBBIN kox — F45.3.

PaznooOpasue obo3HaueHuit Oosne3nel, Ha (GoHe KO-
TOpBIX oTMeuaercs nepBuuHbd [IMK, 3arpymaser pado-
Ty HIPaKTHIECKOTO Bpadya M HE CHOCOOCTBYET MPaBHILHOM
¢dopmynupoBke auaraosa. CTaTHCTHKA, PErHCTPHPYIOMIas
KOJ/IbI OCHOBHbBIX OoJie3Heil, OyJieT OTHOCUTh 3THX MalueH-
TOB JINOO K OOJNE3HSIM HEPBHOHM CHCTEMBI, JINOO K IICUXU-
YECKHUM PpacCTPOUCTBAM, «MACKHUPYsD» CaMOCTOSATENIBHOE
KJIMHUYECKOE 3HAYCHUE KIIAITaHHOW TTaTOJIOTHHU Cep/la.

Bomnee toro, o6oznauerne IIMK B crpykrype nma-

rao3a HIIJ] npenmnonaraer 0OCHOBHYIO pOilb BEreTaTHBHOM
JTUcyHKIMY B pa3BUTUH TPOJaOHMpOBaHMs KiamaHoB. Taxk,
npu HI[J[ mo rumepTeH3WBHOMY THITy H30BITOYHAS ITOJ-
BIDKHOCTH CTEHOK JIEBOTO JKEJIyHOYKa W TaXHUKapAus CIIO-
COOCTBYIOT MaJlOMy HAIIOJHEHHUIO IOJOCTH, COIDKCHHIO
MaNnUJUIAPHBIX MBI U MUTPAJIBHOT'O KJjlallaHa B CUCTOITY,
c1aboMy HaTSDKEHUIO CyXOXKMIIBHBIX HUTEH, YTO W MPHBO-
JIIT K IposTabupoBaHuio Kinananos. [Iponabuposanue cTBoO-
pok ipu HII/I mo rumoTeH3suBHOMY THITY MOXKET BO3HHKATh
13-3a YBEJIIMUCHHON CHIIBI N3THAHHUS KPOBHU U3 JIEBOTO JKEITy-
JIOYKa IPH COXPAaHHOM KOHTPAKTHUIIBHOCTH M PEAKOM PUTME

[2].

OpHako MpHM yKa3aHHOM IIOAXOJE HE YYMUTHIBAETCS
Ba)KHBII MATOT€HETUUECKUI MEXaHWU3M, JIEXKAIIHUN B OCHOBE
[IMK — nucniacTuko3aBUCUMBIIA TpoOLECC, TPU KOTOPOM Ha-
pYIICHHE BEreTaTHBHOTO TOMEOCTAa3a SBIIETCS HACTOIBKO
pactpocTpaHeHHBIM, YTO OONBIIMHCTBO KJIMHUIUCTOB CUH-
TaroT ero obnurataeiM nposinenuem [IMK [4]. [Ipeanona-
raercs, 4YT0 «HEMOTHOIICHHOCTh» COCTUHUTEIbHOTKAHHBIX
CTPYKTYp OOyCJIOBIMBAET U BBHIPRKEHHOCTh KOHCTUTYIIHO-
HaJIbHOW BereTarnBHOM marosioruu [20]. Bnonxe odeua-
HO, yto nepBuuHblii [IMK cnexyer paccmarpuBarh Kak
MATOJIOTHIO C KOHCTHUTYIIMOHAJIBHON IICHXO-BEr€TaTHBHOM
nmuchynkuen [8].

Heraneubiit ananu3 pyopuk MKB-10 mokasain, dto
nepeuuHblii [IMK Moxer ObITh oTHECeH Kk kiacey X «bo-
JIE3HU CHCTeMBbI KpoBooOparmmeHus»: [34.1 TIponamc (mpo-
nmabupoBaHKe) MUATpaIbHOTO KiamaHa. OmHako oOpariaer
BHUMAaHHE OTCYTCTBHE B JaHHOH pyOpHKe KOHKPETHU3AIHH
MIEPBUYHOTO XapakTepa MOpakeHHs KIIalaHa.

JlornyHo mpeanonoxkuTh, uto nepsuuHslit [IMK cie-
JyeT OTHOCHUTB K BPOXKIACHHBIM aHOMAJIHSAM, IPEACTaBICH-
HbiM B MKB-10 B kitacce XVII «Bpoxzaennble anomanuu
[mopoxw pa3BuTHSA|, IEPOPMAITIH K XPOMOCOMHBIE HapyIIIe-
Hus»: Q23.8 JIpyrue BpoxIeHHBIE aHOMAIUH a0PTaIbHOTO
W MUTpAJILHOTO KianaHoB. KBajparHble CKOOKH B JaHHOM
Clly4ae MPUMEHSIOTCS A 3aKIIOUCHHS CUHOHHMOB, ajlb-
TEPHATUBHBIX (POPMYIHPOBOK MU MOSCHSIOMMX (pa3.

Comacao onpezenenuto .M. Jlaztoka u coasr. [17],
MTOHATHE BPOXKICHHBIH IMOPOK pa3BUTHS («OOIbIIas aHoMa-
JUSL Pa3sBUTHA») TOAPa3yMeBaeT CTOHKoe Mopdomorudgec-
KO€ M3MEHEHHE OpraHa N BCEro OpraHu3Ma, BBIXOAAIIEe
3a MpeJieNbl Bapualui rpaHull UX CTPOSHUS U COIIPOBOXKIa-
tomeecst HapymenueM (GyHkiun. [IMK npuHATO OTHOCHTH
K MaJbIM aHOMaJHsIM cepama. [loHATHe «Manas aHOMaJHs
Pa3BUTHS» W MHOTOUNCIICHHBIE CHHOHUMBI (BPOXKICHHBIE
MOp(OTeHETHIECKHE BapHaHTHl, NPU3HAKA WIH CTUTMBI
IU3dMOpHOreHes3a, AUCMOpQoIorndecKas 4epra, AUCIiac-
THUYECKasl CTUTMa, MUKPONPU3HAK M JPYTHe) ONPEeIsioT
CTOMKOE MOP(OJIOTHYECKOE M3MEHEHHE OpraHa, BBIXOI-
miee 3a mpeaebl HOpMabHBIX BapHaIliid HITH HaXOAAIIeecs
Yy KpaifHHX TPaHUI] BapHAIli ¥ HE MPUBOAAIICE K TPYOBIM
HapymeHusM ¢yHkuuu oprasa [10]. C sToit mo3unuu re-
MonuHamudecku HesHauumbldi [IMK He sBisieTcst Bpoxk-
JICHHBIM TIOPOKOM Ppa3BUTHUS, XOTS HEACHO OTHOILEHHE K
nepsuuHomMy [IMK ¢ BblpaxxeHHON M Mporpeccupyromiei
pEeTypruTayeil — CYUTaTh JIU €ro Majol aHOMajuel cep-
I WA y>Ke TTIOPOKOM — HETOCTaTOYHOCTHIO MUTPAITFHOTO
kianaHa? [9].

YuuteiBasg, uyro 4aiie Bcero IIMK sBasercss ogHum
U3 TPOSIBICHUH COEAMHUTENFHOTKAHHON JAWCIUIa3uu, 00-
pamaetr BHuManue orcyrcreue B MKB-10 npeacrasnenus
BPOXKIICHHOHN TUCILIA3UM COCTUHHUTEIHHON TKAHU CIHMHBIM
OmoxoM. Jlucmmasum Kak OBl «pacCcesHb» B Pa3THIHBIX
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Kjaccax U pyoOpukax MexayHapoaHON CTaTHCTUYECKOM
kiaccudukanuy 0oJe3Hel, YTO CYIIECTBEHHO 3aTpPyIHSET
dhopmymmpoBky auarHosa [20, 21]. B mogTBepkaeHme npu-
BezeM otaenbHble pyopuku. Kimace XIII «bomesnn xocTHO-
MBIIIEYHON CHUCTEMBI M COECIMHUTEIBLHON TKaHm»: M35.7
'MnepMoOUIIBHBIH CHHAPOM pa300JATaHHOCTH, M3JIUIIHEH
nozasikHOCTU cycTaBoB). Kiace XVII «BpoxkaeHHble aHO-
MaJliM [TTIOPOKH Pa3BUTHs|, AedopMaIiii 1 XpOMOCOMHBIE
HapymeHus»: Q67.2 Jomuxonedanus, Q67.7 KuneBuanas
rpyab, Q67.8 Ipyrue BpokIeHHBIE AedopManny rpyaHOi
KIIETKH.

O4eBHIHO, YTO HAa CETOAHAIIHUN JAEHB CIIOXKHIIACh
KJaccu(UKalMOHHAsT HEOIIPEICICHHOCTh B OIIEHKE BPOX-
JICHHBIX JUCIIIAa3UH COETUHUTENBHON TKaHU, KOTOpas sSBU-
Jach apryMeHTanued Juis MOCTaHOBKH Bompoca: «EcTb
JIM TIEPCIIEKTUBA Y HACIIEACTBEHHON NUCIUIA3UU COCIOWHU-
TEJIPHOM TKaHM HAa «KIACCH(DHUKAIIMOHHBIA CyBEPEHUTET»
B MexayHapoaHoil cTaTucTHYecKor Kiaccuukaiuu 00-
Je3Hel u npobieM, CBA3aHHBIX CO 37I0POBBEM YEIOBEKa?».
B.M. flxoBneB u coaBT. [21] cauTar0T HEOOXOIUMBIM BBEC-
TH ANCIUIa3HUIO COSIUHUTEIBHON TKaHN OTAEIBHBIM OJI0KOM
B MexXayHapooHyI0 CTAaTHCTHYECKYIO KIaCCH()UKAINIO
OJMHHALIATOTO MEPECMOTpA.

B MKBb-10 momyudnna pa3BuTHE cHCTEMa, IOCPEAC-
TBOM KOTOPO# JMarHOCTUYECKUM (HOPMYIHPOBKAM MpH-
CBaMBAIOTCS J[Ba KO/, coeprKaliue HHPOPMAIHIO Kak 00
OCHOBHOM (TeHepaJIn30BaHHOW) OOJIE3HU, TaK U €e MPOsB-
JICHUH B OTACIBHOM OpraHe WM OOJacTH Tela, MPEACTaB-
JISIOIIEM COOOH CaMOCTOSATENFHYIO KIIMHIUYECKYTO TIpooie-
My. Ha Hamt B3z, Takas cucreMa MOXKET M JIOJDKHA OBITh
UCIIOJNIb30BaHa ISl 0003HAUYEHHsT Pa3IMYHbIX JUCIIIACTH-
YECKUX MPOSIBICHUNM B PaMKax BPOXKJIEHHON IUCILIA3UU
COCIMHUTENIFHOH TKAaHH, IIOCKOJILKY OOJIbHBIE C YKa3aHHOU
MaTOJIOTHEH HEPEIKO HaOIONAaloTCsl OMHOBPEMEHHO y He-
CKOJIBKUX CIICIIMAINCTOB (KapIHOJIOTOB, OPTOINENOB, OKY-
UCTOB U Ap.). [Ipr 5TOM COXpaHUTCsI CUCTEMHBIN MTOAXOJ K
BPOXK/ICHHOM COEAMHHUTENLHOTKAHHOM JqUCIUIa3uu U Oyaer
BO3MOXKHBIM JI€JIaTh aKLEHT HAa CaMOCTOSATENIbHOM KJIMHU-
YECKOM U MPOTHOCTHYECKOM 3HAYEHHU OTIEIIBbHBIX AMCI-
JACTUYECKUX MPU3HAKOB, B YaCTHOCTH KJIAIaHHOTO IOpa-
JKEHHS CEpALA.

Huaznocmuueckue kpumepuu

Huarnoctuka [IMK, miaBHBIM 00pa3oM y MOJIOABIX
HaIMEeHTOB, CTAHOBUTCSI BOBMOXHOM B CIEYIOLIMX ClIyda-
X

» [pu TTaHOBOM OOCIIEIOBAHUH OTAEIHHBIX TPYIIT
HaceJIeHHsI — CllydaiiHoe OOHapyXeHHE y JIUI], HE UME0-
HIKX Kaj100;

P 1Ipu HCClIeI0OBaHNK B CBSI3M C OOHApY)KEHHEM ayc-
KyJBTaTUBHBIX NPU3HAKOB IIpoOJanca W/WiIM MHTpPaJIbHOU
perypruranuy;

P 1ccienoBaHNE 1O TMTOBOAY HeCTeUM(pUIESCKUX JKa-
7100: HAapyIIEHUHA pUTMa CepALa, KapaIuaaruid, CHHKOIaIb-
HBIX COCTOSTHUIA;

» oGHapyxenune [IMK B Xoze nuaraocTnieckoro no-
WCKa TP JPYTHX CEPACYHO-COCYUCTHIX 3a00IeBaHMSIX.

B 1986 rony Ha ocHOBaHMHU pe3ynbTaTOB DpeMUHIEM-
CKOTO HCCIIEIOBaHMS OBUTH MPEMIOKEHBI TUArHOCTHUYECKHE
kputepun nepBuuHoro IIMK, kotopele mompasneneHsl Ha
[JIABHBIC, TOMOHUTEIIBHBIC U HECTICIM(HUYCSCKUE [IIUT. 110 2].

Ihasnvie kpumepuu:

a) ayCKyJbTaTUBHBIE — CpeIHe- WJIN TO3IHECHCTO-
JUYECKUE IIETYKH B COUYETAHUU C MO3JHECHCTOIMYECKUM
OIyMOM, CpeJHE- WINM MO3IHECHCTOIMYECKUE INEITYKH Ha
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BEpPXYIIKE, M30JMPOBAHHBINA IT03HECHCTONUUECKUHA IIIyM
Ha BEPXYIIKE;

0) aycKyabTamusi B COYETaHUM C 3XOKapauorpadueit
— TOJIOCUCTONIMYECKUN IITyM MHUTPAIGHON PErypruTanu u
COOTBETCTBYIOIINH 3XOKapANOTpahUIECKUI KPUTEPHIA;

B) 3xokapauorpaduuecKue — CMEIICHHE CEeNTaIbHBIX
CTBOPOK B CHCTOJIY 33 TOUKY KOQIITAIMU B IPOSKIMU JTHH-
HOM OCH JIEBOTO JKEIy/I0YKa U B YETHIPEXKaMEPHOU MPOEK-
OUU TIPA BEPXYMICYHOM JOCTYIIC; TO3THECHUCTOINICCKOE
nponabupoBanue 6onee 3 MM.

Jlononnumenshvle KpumepuiL:

a) aHaMHECTUYeCKUE — HEBPOTHYECKHE TPOSBICHNS,
TICUX03MOIMOHAJIbHAS HECTAOMIIEHOCTD, HAJIMYUE TPOJIAll-
ca MUTPaJILHOTO KJIallaHa y JuI | cTeneHu poacTsa;

0) ayCKyIbTaTHBHBIC — HEMOCTOSHHBIC CPEIHE-TI03/-
HE-CHCTOIMYECKIE MIETIKH Ha BEPXYIIKE;

B) KIIMHHYECKHE — HU3Kasl Macca Tela, aCTCHHIECKOe
TEJIOCIIOKEHNE, HU3KOEe apTepualibHOE JIaBlICHHE, MTPHU3Ha-
KU JTUCTIIIACTHYECKOTO Pa3BHUTHS;

') peHTreHorpapuyeckue — Malible pa3Mephl cepila,
BEIOYXaHHUE IyTH JIETOYHOH apTepuu;

1) dXOKapauorpapudeckne — I03IHECUCTOINIECKAN
npodarc (2 MM), TOJOCHCTOMMYECKUH mponanc (3 MMm) B
COYE€TaHUN C NIBYXMEPHBIMU KPUTECPUAMU,; CUCTOJINYCCKOEC
nporu0aHye CTBOPOK 3a JMHUIO KOANTalMK B YEThIpEXKa-
MEpHOH ITPOEKIINH.

Hecneyuguueckue xpumepuu:

a) KIMHUYecKue — OO B TPYIHON KIIETKe, c1aboCTh,
TOJIOBOKPY)KEHHE, OJBIIKA, CepAlcOHeHNne, IPHUCTYIIBI
cTpaxa;

0) aneKTpoKapaAUOTrpahUICCKUE — U30JUPOBAHHAS HH-
Bepeus 3yoroB T B orBenenusx 11, 111, aVF nmu6o B couera-
HUW C UHBEPCHUEH B JIEBBIX TPYIHBIX OTBEICHUIX;

B) 9XOKapauorpaduIecKue — H30JIMPOBAaHHOE YMEPEH-
HO€ CHCTOJIMYECKOE MPOrHOaHWe MHUTPAIBHBIX CTBOPOK B
YeThIPEXKaMEPHOM NPOEKIIUH;

T') XOJITEPOBCKOE MOHHUTOPHPOBAHUE — NPEICEPAHBIE U
JKEITYJOUYKOBbIE (€IMHUYHBIE, TPYIIIOBBIE) SKCTPACHCTOINEL.

Hanmume nByX IIaBHBIX KPUTEPHEB, TO €CTh COYETa-
HUS ayCKYJIBTAaTUBHBIX M 3XOKapAHOTpapUIecKuX MpH3HAa-
KOB, TTO3BOJISIET YOCAWTEIHHO TOBOPHUTH O IPOJIAIICe MHT-
panbHoro kianana. luarno3 [IIMK moxeT ObITh MOCTaBIECH
NPY HAJIWYUU OJHOTO TJIABHOTO M HECKOJBKHX IOTOJHH-
TEJILHBIX KpHUTepueB. Haimuue TOJBKO JOMOIHUTENBHBIX
KPUTEPHEB AaeT MPABO MPEIIoiIararb IHarHo3 MUTPaIbHO-
ro mpomanca. Hecrierududaeckne KPpUTEPHH HE SIBISIOTCS
OTIPENIeNAIONIMHA TIPU TTOCTAHOBKE THUArHo3a IMOCKOIBKY
MOT'YT BCTpPEYaThbCsi U MPU OTCYTCTBUHM (pEHOMEHa MpoJa-
OupoBaHusl.

Cnenyer OTMETUTb, 4TO uactora «Hemoro» IIMK
BapbupyeT ot 33 1o 80% [20, 39]. On cran gocTyneH Ha-
JISKHOW TMarHOCTHKE OJarofapsi INPOKOMY BHEIPECHHUIO B
KIMHAYECKYIO TMPAKTHKy METOona dXOKapAauorpadun. Dxo-
JIoTIIepKapanorpadus Mo3BOJSIET HE TOJIBKO YCTaHOBUTH
(hakT MUTpaAIBLHOTO NPOJAOMPOBaHUS, HO U OLEHUTH CO-
CTOSIHUE CTBOPOK, CBSI30YHOTO armnapara, CTPyKTYpHBIE U
(hyHKIMOHATBHBIE OCOOCHHOCTH Cep/Ia, HAINIHe MHUKCO-
MaTO3HOM JIereHepalyy, CTENeHb MUTPAJILHOM peryprura-
LIUU, pacno3HaTh HeKOTophie ocnokHenus [IMK.

Hawubonpiryro HanexxHocth auarnoza [IMK obecne-
YHBAeT TPEXMEPHas dXOKaparorpadus, MO3BONISIONIAs OIl-
peneNuTh TIOMAAE mponadupoBanus [46]. Bmecte ¢ Tem
MpUMEHSeMOe Ha CETOTHAIIHUN JeHb COYCTAaHHOE 3XOKap-
nmuorpaduaeckoe uccaenopanue B M u 2D pesxxumax Takke
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XapaKTepu3yeTcsl JOCTaTOYHON HaJEKHOCTBIO ISl BEpH-
¢ukarmu [IMK [6].

Ecnu nuarnoctuka IIMK npu npoBenenuu cranaapt-
HOM 3X0Kapauorpaduu 3aTpyaHeHa, 60IIbHOTO He00XOAUMO
MTOBTOPHO HMCCIIEIOBATh B TOJIOKEHUU CTOSA, IIPU 3TOM BHU-
3yajau3aliys MpoadUPYIOIIEro KilaraHa CTAHOBUTCS 0ojiee
OTUETINBOM [2].

Knaccudukamus [IMK 10 cTemneHsM B 3aBHCHMOCTH
ot niryOuHBI ponabuposanws [11]:

* | crenens — mpomabupoBaHUEe CTBOPOK OT 3 10 6 MM;

= [I crenens — nmponadbupoBaHue oT 6 10 9 MM;

= III cremens — mposabupoBaHKE CTBOPOK Oosee 9
MM.

[lo maHHBIM TONIUIEPOBCKOTO MCCIICIOBAHMS, PA3IIH-
YaroT CIICAYIOMIAE CTEIICHH MUTPATBHON PETyprUTaIiN:

* | cTeriens (MUHIMANBbHAS) — PETYPTUTAINA HA YPOB-
HE CTBOPOK;

= II crenens (cpemHsis) — PEryprUTHPYIOUINI MOTOK
pacmpoctpaHnsieTcs Ha 1/3 moiocTyu JIeBOro npencepaus;

= [II crenens (BeIpaXXeHHAs1) — pETypruTays 10 cepe-
JIUHBI TIPEICEPINS;

= [V crenens (TsoKenas) — perypruTanus paciupocTpa-
HseTCsl OOJIBIIIE YeM Ha TIOJIOBHHY ITOJIOCTH JIEBOTO IIpel-
cepausi.

CymectByeT u apyras Kiaccu(uKaius MUTPaIbHON
peryprutanyy no CTeneHu Tsxectu [14]:

* JIlerKast — HeOoNbIasl, IICHTPATFHO PACIIONOKEHHAS
CTpysl C TOHKHM ycTheM (<4 cM?), HIMpUHA CTPYyH PEryp-
THTAIlIN B CAMOM y3KOM Mecte (vena contracta) <0,3 cwm,
MHUHHMaJIbHasi KOHBEPIeHLIMs TI0TOKA WM €€ OTCYTCTBHE,
o0beM perypruraimu <30 mir/yn, Gpakuus perypruranun
<30%, 3¢pexTHBHAS IIIOMIAAb PETyprUTAMOHHOTO OTBEp-
crus <0,20 cm?;

* yMepeHHast — IPUCYTCTBYIOT IIPU3HAKH JIETKOH MHT-
paIbHOW PEeTYPTUTAINH, HO IPU3HAKOB TSHKEIOH MHUTpPAIIb-
HOM perypruranuu HeT, o0beM peryprutauuu 30-59 mn/yna,
¢pakuus peryprutamun 30-49%, sddekTrBHas miomann
peryprutanuonHoro orseperust <0,20-0,39 cm?;

* TSDKeNas — MIHPHHA CTPYH PETYPTUTAIlMA B CaMOM
y3KoM MecTe (vena contracta) >0,7 cM IUTFOC IHPOKAs IIeH-
TpasipHas CTpysd peryprurtamuu (>40% muomanu JeBOro
npencepans) Tudo MI0C CTPys perypruTaiuu J0oro pas-
Mepa, HUPKYJIUPYIOIIast BIOJIb CTEHOK JIEBOTO MPEACepIus,
BBIpa)KCHHAasi KOHBEPTE€HIIMS [T0TOKA, 00paTHOE JBMKEHHE
KPOBH B JICTOYHBIX BEHAX B CUCTOITY, MOJIOTAIIAs» CTBOPKA
MHUTPAJIBHOTO KJIallaHa Wi Pa3phiB MAMUIIPHON MBIIIIIHI,
0o0beM peryprutanuu >60 Mi/ya, Gppakmus perypruTaim
>50%, a3hhexTHBHAS TUTOIIAAb PETYPrUTALIMOHHOTO OTBEP-
crus >0,40 cM?.

[TockonbKy He3HaYHWTENbHAs MHTpPalbHas PETYpru-
Tanus, OOYCIIOBIIEHHAas HEIOCTaTOYHOCTHIO 3aJHEMEIH-
aJbHOM KOMHCCYpPBI MHTPAJBFHOTO KJIalmaHa, BCTpEYaeTcs
y 40-60% 3M0pOBBIX JIOACH, AMATHOCTHYECKH 3HAYMMOI
CUHUTAIOT TOJILKO MO3/JHIOI0 CHCTOIMUYECKYIO UM ITAHCUCTO-
JIMYECKYI0 perypruramuto [19].

MuTpanbHyI0 pEerypruTanuio, He perucTpupyeMyro B
MTOKOE, HEPEIKO ITO3BOJISET BRIIBUTH CTPECC-IXOKAPIUOrpa-
¢us [5, 45].

Pa3paboranbl  sxokapauorpapuiecKkue  KpUTEPHH
JUArHOoCTHUKHU MHUKCOMATO3HOM JCreHepanuuuu CTBOPOK MUT-
panbHOTO KiamaHa [47]. B omimume ot ciydaeB ¢udpo3sa,
9XOIIJIOTHOCTH MUKCOMAaTO3HO U3MEHEHHBIX CTBOPOK HE I10-
BEIIIIeHa. MUKCOMaTO3HO H3MEHEHHBIC MUTPAIEHBIC CTBOP-
KA BBIDIAIAT PHIXJIBIMH, YBEIHYCHHBIMH, C HEPOBHBIMH,

HEYETKUMH KOHTYpaMu, Kpasl 3aKpy4eHBbI, YTO 3aKOHOMEp-
HO M3MEHSET UX MEXaHUYECKHE CBOMCTBA — CTBOPKHU CTaHO-
BATCS O0Jiee pacTsHKUMBIMH, HE CITOCOOHBIMH TIPOTHBOCTO-
SITh OOBIYHOMY JIaBJICHHUIO B JIEBOM Jkemymouke [15, 30].

I'". CropoxakoB ¢ coaBt. [15] yka3pIBaroT, 4TO paH-
HHUE CTaJJ MHUKCOMATO3HOM JIereHepallii MOT'YT HE BBISIB-
JISTHCS YABTPA3BYKOBBIM METOJIOM.

[Tonararot, 4TO M30JIMPOBAaHHAS MHUKCOMATO3Hasl Jiere-
Hepalus CTBOPOK HE TaK OIAacHa, KaK eCJH, HapsAIy ¢ HeH,
OTMEYaeTCsl pacIIUpeHNe MUTPAIBLHOTO OTBEPCTHS U BOB-
JIeYeHHEe B MHUKCOMATO3HBIM MPOILEcC XOpJ C WX BO3MOXK-
HbIM pa3psiBoM [31]. Tlpeanoxena knaccupukanus Bbipa-
KEHHOCTH MHKCOMAaTO3HOI JiereHepanuy, OCHOBaHHAas Ha
sxokapauorpaduueckux kpurepusx [15]:

= ( cTerneHb — MPU3HAKU MUKCOMATO3HOM IeTeHEpanu
OTCYTCTBYIOT;

= | creneHb (MHHUMABLHO BEIpaYKEHHAsI) — HEOOIBIIIOE
(3-5 MM) yTOJIIIEHHE OHON MK 00€UX MUTPATBHBIX CTBO-
POK, apkooOpasHas nedopmaiiys MUTPATEHOTO OTBEPCTHUS
B mpernenax 1-2 cerMeHTOB, CMBIKAHHE CTBOPOK, Kak Ipa-
BHJIO, HE HAPYIICHO;

= II creneHs (yMEepEeHHO BBIpaKCHHAS) — 3HAYUTEIHHOE
yTonmiernue (5-8 MM) B yIJTHHEHNE CTBOPOK, 3HAYUTEIIbHAS
niyOuHa nponadbupoBanust (00bIMHO HpeBbimaer 10 Mm),
nedopManusi KOHTYpa MUTPaJIbHOTO OTBEPCTHS Ha MpPOTS-
JKEHUM HECKOJBKHX CErMEHTOB, UMEIOTCS MPU3HAKH pac-
TSODKCHUS XOPI, PeKE UX CIUHUYIHEBIC Pa3phIBBI, BOZMOXKHO
pacmupeHne MUTPAILHOTO KOJIbI[a, CMBIKAHHE CTBOPOK Ha-
PYIICHO WM OTCYTCTBYET;

= III cremenp (pe3ko BBIpaKEHHAs) — MUTPAJIbHBIC
CTBOPKM DE3KO yTOJIIeHbl (Oojiee 8 MM) M YUIMHEHBI,
MaKcUMaJibHasi TIIyOHWHa MposabupoBaHMs, UMEIOTCS MHO-
JKECTBCHHBIC Pa3pBIBBI XOPI, 3HAYUTEIBHOE pPACIIMPEHUE
MHUTPAJBHOTO KOJNBIIA, CMBIKAHHE CTBOPOK OTCYTCTBYET,
nMeeTcs 3HAYMTENbHAs CUCTOJMMYECKasi Cemapariisi CTBO-
POK, BO3MOXXHO MHOTOKJIAallaHHOE IpojlabupoBaHME, pac-
LIMPEHNE KOPHS aOpTHI.

YcraHOBIICHA 3aBUCUMOCTD YBEIWYEHHS 4acTOThI 00-
Hapy>KeHHs MMPU3HAKOB MHKcoMaro3a ot cterneHu [IMK u
TSOHKECTH MHTpanbHON perypruranuu. [lo mamaemM O.A.
Mytadssanaa [9], vacToTa perucTparuy IpU3HAKOB MHKCO-
Maro3Ho# aerenepanuu npu [IMK I crenenu 6e3 perypru-
Taluy cocTtasiseT auib 2%, a B cayyasx [IMK II-1II cre-
nenu ¢ perypruranueil Il crenenn — 100%.

ITo mansemv J.E. Barber u coasr. [23], B 38% cnyd4a-
€B MHKCOMATO3Has IETeHepanns CTBOPOK MHUTPAIHHOTO
KJIaITaHa PacTpOCTPAHSIETCS] Ha XOpAAIBHBIHN ammmapar, mpu
STOM THCTOJIOTHYECKUE U3MEHEHHUS B XOPAaX aHaJOTHYHBI
TaKOBBIM B IIPOJIaOMPYIOMINX CTBOPKAX.

B.M. SlkoBieBbiM ¢ coaBT. [21] oTMeueH HOBBIH Ka-
YeCTBEHHBIN MPU3HAK — «CHMIITOM O)KEPETIbsD), CBSI3aHHBIH
¢ MOP(]OIOTHIECKUMH W3MEHEHHUSMH, MPOUCXOMSIITIMHA
BCJIEJICTBHE KOJUIAT€HOIIATHH W HApPYIICHHOW apXHUTEKTO-
HUKH COEJUHUTEIbHOTKAHHBIX 3JIEMEHTOB CTBOpPOK. [Ipm
JJAHHOM CHMIITOME 110 KOPOTKOM OCH JIEBOTO JKelymouka
Ha ypOBHE CTBOPOK M XOPJ, MUTPAJILHOTO KiIanaHa Ha (oHe
OOBIYHON 3XOTEHHOCTH CTBOPOK HAOTIONAFOTCS MEIIKOOYa-
TOBBIC BKITFOUEHUS TOBBIIICHHON XOIUIOTHOCTH TI0 TIEpH-
METpPy MUTPAJIHHOTO OTBEPCTHSI.

YMmectHO oTMeTHTh, uTO 00cyxnars [IMK BooOrue
TaK K€ HEKOPPEKTHO, KaK, HallpuMep, TOBOPUTH 00 wile-
MHUUECKOH OoJie3HH cepana 0e3 ykazaHUi Ha KIMHHYECKUN
BapUaHT TeueHus [6]. BpIIensioT Tpu reMoguHaMHYECKUX
BapuanTa [IMK [3]:

71



[ AEKLLUS. B NTOMOLLLL MPAKTUHECKOMY BPAYY

1. Be3 HapyuwieHusi 3amuparesibHON (YHKIMH MUT-
PaJIbHOTO KJIallaHa U MUTPAIbHON perypruTariy.

2. C HapyluIeHHEM 3amnuparelbHONH (YHKIUH MUT-
palbHOIO KjamaHa, OTHOCUTENIbHOM MHTpalbHON HENo-
CTaTOYHOCTBIO U CUCTOIIMUECKON MHUTpalbHOM peryprura-
rueit. IIpu 3ToM B OOJBIIMHCTBE CITyYacB OTHOCUTEIbHAS
MHUTpajibHasi HEAOCTaTOYHOCTh He Oosee | cremenu u, co-
OTBETCTBEHHO, 00bEM MUTPAIBHON PErypruTaluy He mpe-
BeimiaeT | crenens. [loaTomy pa3meps! IeBOTO MpeAcepaAns
OOBIYHO HOPMAJIBHBIE, JIETOYHAs THIIEPTEH3MUS U CeplcIHas
HEJOCTaTOYHOCTh OTCYTCTBYIOT.

3. Ilpu remopmHamuuecku 3Haunmom [IMK dhopmu-
pyeTcst OTHOCUTENbHAsI MUTPaJIbHAs HEJOCTaTOYHOCTh 00-
nee | crenenu ¢ noTokoM MUTpanbHOM peryprutanuu [I-111-
IV crenenu. YBennunBaroTcsi pa3Mepsbl JIEBOTO MIPEACEpANs
BCJICICTBHE TIEPETPY3KH 0OBEMOM, Pa3BHBACTCS JIETOYHAS
THIIEPTEH3HUS.

Ha coBpemeHHOM »3Tame BeIynIMMH B JAHAarHOCTH-
ke [IMK u B nienom HemuddepeHMpoBaHHON ANCTIIa3un
COCIUHUTENIBHOW TKAHU SBISIOTCS KIMHUKO-3XOKApAUOT-
paduueckne KpuTepHuH, IMOCKOJIBKY MOJIEKYJISIPHO-TEHETH-
YECKHE aCMEKTHI MPOOJIEMBI OCTAIOTCS HEAOCTATOUHO pa3-
pabOTaHHBIMH HM3-3a CIIOKHOCTH M IOPOTOBU3HBI METOJMK.
[TosToMy 9XOKapauorpaduyeckass OLEHKa CTPYKTYPHO-
(DYHKIIMOHAJIBHOTO COCTOSHMSI MHTPAJIBHOTO — KJlaraHa
JIOJDKHA BKITIOUATh HE TOJIBKO XapaKTEPUCTHKY IPOBUCAHUS
CTBOPOK M CTEIICHb PErypruTanuy, HO U OTpaXkaTh CTPYK-
TYpHBIEC H3MEHEHUS TKaHEH KilarnaHa.

Ocnosicnenusn

B 2-4% cnygaeB IIMK npuBoauT K cepbe3HBIM OCIOXK-
HeHusiM [37]. HecMoTpst Ha HEOOJIBIIYIO YaCTOTY UX pa3BH-
THsI, IpobiiemMa BeideneHus cpexu aun ¢ [IMK GonpHBIX ¢
MOBBIIIEHHBIM PUCKOM OCJIOKHEHHH CTAHOBUTCS OCOOEHHO
aKTyaJIbHOM, €CJIN MPUHSTH BO BHUMAaHNE IPECUMYIIICCTBCH-
HO MOJIOZION BO3pPACT 3TOM Kareropyu MalueHToB.

OCHOBHBIMH OCJIO)KHEHHSIMA TEUEHHUS TEPBHYHOIO
IIMK sBrnstoTcst:

- OCTpasi MUTpaJIbHAsI HEOCTATOYHOCTb — CepleUHast
HEJI0CTaTOYHOCTb;

- XpOHHYECKask MATPaJIbHast HEOCTaTOYHOCTh — Cep-
JIeYHast HEI0CTaTOYHOCTb;

- MH(QEKIMOHHBIH YHJOKAPANT;

- TPOMO03IMOOITHS;

- HapyllIeHHs pUTMa CepALa;

- BHE3aITHasi CMEPTb.

Octpast MUTpabHAS HEAOCTATOYHOCTH BO3HUKACT M3-
32 OTPBIBA CYyXOXKIWJIBHBIX HUTEH OT CTBOPOK MUTPAILHOTO
KJanaHa (CHHApPOM «OoJraromerocsd kianasa). [lonreep-
JIUTH OTPBIB CYXOXKMJIBbHBIX HUTEH MO3BOJSET 3XOKApAUOT-
paduueckoe nccnenosanue [48]. «bonraromascs» cTBopka
VIV €€ YacTbh He CBS3aHa C IMOJKJIANIAHHBIMU CTPYKTYPaMH,
JBIDKETCSI XaOTHYECKH, MPOHUKAET BO BPEMS CHCTOJBI B
MOJIOCTH JIEBOTO Tipencepaus. OnpenenseTcs: O0IbIIoN pe-
TYPTUTAHTHBIA MOTOK MO Jomnmiepy [2]. Y aui Moaoaoro
U CpEIHEro BO3PAacTOB NMPHUMHAMM OCTPOIl MHUTpalbHOU
HEOCTAaTOYHOCTH MOTYT SIBUThCSI TyHas TpaBMa IpyAHOU
KJIETKH, Ype3MepHas (pu3nueckas Harpy3ka Ha poHe MHK-
COMAaTO3HOM JereHepauuu xoplA. B moxkuiom Bo3zpacrte
JAHHOE OCJIOKHEHHE YacTO Pa3BUBACTCS Y JKCHIIWH C BbI-
paXXEHHON MHKCOMAaTO3HOW JereHepaiueil MUTpajibHOro
KJIalaHa U apTepuanbHOM runeprensueit [16].

XpoHndeckasi MUTpaJIbHAsI HEJOCTaTOYHOCTh Y 00JIb-
HbIX ¢ [IMK sBiseTcst BO3pacTHO-3aBHCUMBIM (peHOMEHOM
n 00bIgHO pa3BuBaercs mocie 40-meTHero Bo3pacta [42].
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Yame ¢GopMupyercs NMpH MpEenMyIIECTBEHHOM IIpoJiarce
3aJHEll CTBOPKHM KJIAllaHa M HOCHUT IIpU 3TOM Ooiiee BhIpa-
JKEHHBIN xapakrep [38].

7151 OLIEHKU TSKECTH MUTPAJIBHON HENOCTATOYHOCTH
OTIPEAEIISIOT IPOLEHT PEryPrUTaluH OT BEIMYMHBI yAAPHO-
ro 00beMa KpPOBH JIEBOTO JKEINYIOUKA [0 BEHTPUKYJIOIpaM-
Me€ WIH [BETHOU fomnmiepkapauorpamme [9]:

= | crenens («Msrkas») — peryprutanust meHee 20%
ot YO;

= II crenrens (ymepennast) — perypruramms 20-40% ot
YO,

= I1I crenens (cpenHet TspkecTH) — peryprutanus 40-
60% ot YO;,

= IV crenens (Tsbkenast) — perypruranms 6onee 60%
ot YO.

Henmocraro4HOCTs MHTpPaNbHOTO KJAaHa CITyKHT
MPEANOCHITKON K Pa3BUTHIO CEPICYHOM HE0CTATOUHOCTH.

CTpyKTYpHBIE OCOOEHHOCTH CTBOPOK M IIOJKJIaIlaH-
Horo anmapata npu I[IMK npexgpacnonararor k BO3HUKHO-
BEHMIO MH(EKIIMOHHOTO 3HA0KapanTa. [Ipn Hanmunm 6ak-
TEpUEeMHUH BO30YIUTENb OCENAeT Ha N3MEHEHHBIX CTBOPKaX
C TIOCJIEAYTOIIMM Pa3BUTHEM BOCHAJICHUS H 00pa30BaHHEM
Beretanuii. CymiecTByeT MHEHHE, 9T0 0Koio 30% ciydaes
MEPBUYHOTO MH(EKIIMOHHOTO HAOKAPIUTA Ha CAMOM JIeNe
pasBuBactcs Ha pone [IMK [36].

Eme ognum cepbe3nbiM ocnokHeHueM [IMK sBis-
eTcs TpoM003MOONHSI C MUKCOMAaTO3HO N3MEHEHHBIX MHT-
palbHBIX CTBOPOK. YUHWTBIBAsS OTHOCHUTEIBHYIO PEIKOCTD
TpoMbosMOoIIueckux ocnoxuaenuit y mun ¢ [IMK, npen-
MoJIaraeTcs, YTo A UX Pa3BUTHSL, TIOMUMO HAJHYUSI MHUK-
COMATO3HOHN JereHepanuu, TpeOyroTcs IOMOJHUTENbHEIE
(hakTOpHI, B TOM YHCIIE yCUIICHHE arperaliioOHHON (QYHKIMN
TpoMOoIHTOB [16].

Huanazon apurmuid, BeisasiasieMbix npu [IMK, otnnya-
eTcs pa3HoOOpa3ueM: CHHYCOBas apHUTMUsS, HaIKEIyl04d-
KOBasi M KEITYJOYKOBasi AKCTPACHCTONHA, MapOKCHU3MAallb-
Hasi HaJKeNyI0YKoBas TaxXWKap[us, MapoKCH3MalbHas U
MOCTOSIHHASI MEpLATeNIbHast apUTMHS, JKEITYIOYKOBasT TaxXH-
Kapaus, aTpHOBEHTPUKYIISIPHBIE OJIOKa/bl, CHHIPOMBI Clla-
60CTH CHHYCOBOTO y3I1a, TPEABO30YKICHNUS JKEITYI0YKOB 1
np. Yactora oOHapyXeHUS HAPYIIEHUI pUTMa CepAala 3a-
BUCHUT OT MeToaa obcienoBanus (o0sranas DKI, cyTounoe
MoHuTtopuposanue JKI, Harpy30uHbIe TeCThI) U BapbUPYET
ot 15 1o 90% [8, 20]. ObcyxkmaroTcst pa3InIHbIC apUTMO-
TeHHble MexaHu3Mbl y manueHToB ¢ [IMK: BererarnBHas
JUC(QYHKINS, IOBBIIICHHAs 3JEKTPUYECKas aKTUBHOCTD
KJIETOK JIEBOTO MpEACEPANs, MOJBEPTaIOIIETOCs B MEPHOL
CHUCTOJIBI Pa3ApaXeHUIO IMPOIAOUPYIOIIEH MHKCOMATO3HO
HU3MEHEHHOM CTBOPKOM MUTpAJIbHOIO KJalaHa WM peryp-
TUTHUPYIOIIEH BEICOKOCKOPOCTHOM CTpyell KpOBH, yBeIHue-
HHE pa3MepoB JIEBOTO MPEACEpANs, aHOMAJIbHAsT TPaKINs
MAMWUIIPHBIX MBI U 1p. [8, 20].

Yacrora BHe3anHoi cmeptu npu [IMK 3aBucut ot
MHOTUX (haKTOPOB, OCHOBHBIMH U3 KOTOPBIX SIBIISIHOTCS
ANIEKTPUYECKas HECTaOMIBPHOCTh MHOKap/ia B BHUJIE JKEITy-
JIOYKOBBIX apUTMHHU TIPH HAIMYUHU CHHIIPOMA Y/UITMHEHHOTO
untepsasa QT, comyTcTByo1IEeld MUTPATLHON HEAOCTATOU-
HocTH [27, 33].

Ilpoznocmuueckue ghaxmopot

[Tporuo3 nepeuunoro I[IMK pa3znuuen y OONBHBIX,
UMeIoKX (haKTOPBI PUCKA PA3BUTHSI CEPhE3HBIX OCIOKHE-
HU 1 6e3 TakoBBIX. [IpH OTCYTCTBHH YyrpOXKaIOIINX OCIIOXK-
HeHUIMH (PakTopoB mporHo3 mnepuyHoro IIMK Bmomne
OnaronpuATHBIN B TONABISIONIEM OONBIIMHCTBE CITydacs.
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OTO MOATBEpPKIACTCS HE OTINYAOLIEHca 0T cpeHenomy-
JISIIMOHHOM NMPOAOJIKUTENBHOCTD KU3HU JaHHBIX MalueH-
TOB [1].

I"N. CtopoxakoBEIM M COaBT. [16] MPEIOKEHO BHI-
JIENSATh CIEIYIOMNE TPYIBI OONBHBIX (110 CTENEHU PHCKa
Pa3BUTHS OCJIOKHEHUH):

I'pynna nusrkozo pucka — MallUEHTHI ¢ HATUYUEM H30-
JIMPOBAaHHOTO CHCTOJIMYECKOro Imemyka, nryomna ITMK
menee 10 MM, MHKcoMaro3Has aereHepanusi (0 crereHw,
KIIMHUYECKHUE TIPOSBIICHHS OTCYTCTBYIOT WM SIBIISTIOTCS OT-
pa’keHHEM CHHAPOMA IICUXOBETeTaTUBHON ANCOHYHKINH.

I'pynna cpednezo pucka — TallMEHTHI C HATMYUEM U30-
JIMPOBAaHHOTO CHCTOJIMYECKOTo Inenyka, nryounoit IIMK
6osiee 10 MM, rpu 3xoKapaHOrpaduy BBISBISAETCS MHKCO-
MmarosHas aereHepanus I-1I crenenn, MUTpasbHas perypru-
tarus 0-1 crenenn, Bo3pacT crapime 45 neT.

I'pynna vicokoeo pucka — NAIIUEHTHI C HATUIHEM CHC-
TOJIMYECKOTO IIeTYKa M MO3AHEr0 CHCTOIMYECKOTO IIyMa,
nipu sxokapauorpaduu nryonna [IMK 6onee 12 Mm, MuK-
comaros3Has aereHepaunus II-1II crenenu, murpansHas pe-
ryprutauus II-1II crenenu, Bo3pact crapuie 50 net, HaIu-
4yye MEpLATENbHON apuTMHUH, apTepUalbHON THIIEPTOHUH.
BrlsiBsieTCs yMEepeHHOE pacIIMpeHHe IMOJIOoCTed cepaua
0e3 3HAYMTETHLHOTO CHIDKEHHUS MOKa3areneil COKpaTHMOC-
TH, CEpJIeuHast HeloCTaTouHOCTh He Boite [I DK.

I'pynna ouenwv 6vicoko2o pucka — NAUEHTHI C CUCTO-
JMYECKUM IIEIYKOM M IO3QHUM CHCTOIMYECKHM IIyMOM
WJIN W30JIMPOBAaHHBIM CHCTOJIMYECKHM IIIyMOM, MHKCOMa-
TO3HOU nereHepanueit Il ctenenu, MUTpanbHON perypru-
taruedt 111 crenenu, sxokapanorpapuyecKUMHU pH3HAKA-
MU pa3pbIBa XOpJl, MepLATeIbHOM apuTMUEH, yBeTHUEHHEM
KaMmep cepaua, cepaedHor HepocratouHocThio III-IV DK,
TPaH3UTOPHBIMH MIIEMHUYECKIMH aTaKaMH, IEPEHECEHHBIM
OCTPBIM HapyIICHHEM MO3TOBOTO KPOBOOOpAICHMS, WH-
(hEKIIMOHHBIM YHIOKAPIAUTOM WU C IPU3HAKAMHU TEKYIIETO
SH/IOKapAMTA.

B am0ynaropHoii npaktuke Hambojee 4acTo BCTpe-
Yal0TCsl MAMEHTHI CO CIEAYIOIMHI 3XOKapAnorpaduyec-
kuMu xapakrepuctukamu [IMK: mpomabupoanuem [-11
CTEIICHN C OTCYTCTBHEM WJIHM MHUTPAJIBHON pETyprUTaIiieh
I-IT crenenn, MukcoMaTo3Ho# nerenepamueit 0-1 crenenw,
KOTOpbIE TaKKe TPEOYIOT TU(PPEPSHIIMPOBAHHOIO MOIX0Aa
NpY JUCMIAaHCEPU3allMM U PELICHUH BOMPOCOB BpaueOHOU
skcneptussl [20].

OCHOBHBIM MEXaHM3MOM T€MOIMHAMHYECKHX pac-
CTPOUCTB (OCTpast M XpOHWYECKAsi MUTpaslbHas HEIOCTa-
TOYHOCTH, CEp/ICYHAsI HEOCTATOYHOCTH) ¥ 60mbHBIX [IMK
BBICTYTIaeT MUTpAIbHAs PErypruTanusi. YCTaHOBICHO, YTO
Hal{4he MHUTPAJIBHOW peryprutalnuy Jaxke NMpH OTCYyTC-
TBUU IIPU3HAKOB CEPAECYHOI HEJOCTAaTOUHOCTU 3HAUYUTEIb-
HO TIOBBIIIAET PUCK OCIOKHEHUH M yXy/IIIAaeT JOIroCpod-
HBIA TIpOTHO3 [16].

IIporpeccupoBanue MUTPaJIBHON perypruTanuud Hu
tpanchopmarus 6eccumnTomuoro I[IMK B remomunamu-
YeCKU 3HaYUMBINA mpoucxomuT B 15-40% ciyuaes [6, 15].
Crnenyer y4uThIBaTh, YTO MUTpANbHAS PETYpPrUTALMS MO-
JKET HE PETHUCTPHUPOBAThcs B MOKOe. BBICOKyIO mpeackasa-
TEJIHYIO [IEHHOCTh B OTHOIIEHHH HEOIaronpusTHOTO Te-
YEeHUsI 3a00JICBaHUsI UMEET CIIPOBOLIUPOBAHHAS BO BpEMs
cTpecc-3XoKapauorpaduu perypruraius Ha MUTPaJbHOM
knamaHe. Tak, AMHaAMHuYeckas Harpyska HHAyIMpoOBaja
pa3BUTHE MUTpanbHOI peryprutanuu y 32% MNanueHTOB
¢ [IMK 6e3 MHUTpabHOW perypruTaiu B MOKOe, U3 HUX
y 53% OONBHBIX B MPOIECCe AMHAMIYECKOTO HaOIIOIEeHUS

B TeueHue 12-56 MecsIieB OTMEUYEHO pa3BUTHE psjia OC-
JIO)KHEHUH: 0OMOPOKOB, NMPEXOAAIINX MIIEMUYECKUX aTak,
SHIOKAPANTA, TSKEIION 3aCTOMHOMN cepIeUHON HE0CTATOU-
HOCTH, BHE3aIHOW cMepTH [45].

®dakTopamMu pUCKa Pa3BUTHS «UUCTOW» (HE BOCTIAJIH-
TEIbHOM) MHUTPAJIBHONH HEZOCTATOYHOCTH IPU CHHAPOME
MpoJIabUPOBaHUs, O JaHHBIM JABYXMEPHOW 3XOKapIuor-
padum, SBISAIOTCSA: AWNIATALMS JIEBOTO aTPUOBEHTPHKY-
JISIPHOTO OTBEPCTHS, MPOJATC MPEHMYIIESCTBCHHO 3aJHEH
MUTPaJIbHON CTBOPKH, YTONILEHHOCTb 3alHEH MUTPAJIbHOU
cTBOpKH [49].

K mporHocTtHueckuM KpUTEpHUSAM TSDKEJIOM MHTpalib-
HoH Henmocraroynoctu npu [IMK otHocat: Hannuune duo-
TUPYIOUIEH CTBOPKM MHTpPAJbHOTO KJalnaHa WM YacTH
ctBopkH, III crenenp MUTpaIbHOM peryprurauuu, OpueH-
TUPOBAHHON B IPOTHBOIIOJIOKHOM HOPAXEHHON CTBOPKE
HampaBieHNH, Qpakiuio peryprutammu 45-55% (ambo
OTHOIICHMSA IIJIOUIATN MHUTPAJIBHOW PErypruTaniu K IUIo-
raau jgeBoro npeacepaus 47+3%), BBICOKYIO CKOPOCTh pe-
T'YPrHTHPYIOIIEro NoToKa (>4,5 M/C), KOHEUHBII THaCTOIIH-
YEeCKHUI pa3Mep JIEBOTO XKelynodka Oonee 5,7 cM, peBepcHIo
BOJIHBI S ITOTOKA JIETOYHON BeHBI [21].

B caygasx IIMK 6e3 peryprurtamum puck HH(}peKIn-
OHHOTO JHOKAPMTAa IMOYTH TAKOMH JKe, KaK U B OOIICH Io-
nynsnuu — 0,0046%. Puck nHGEKIIMOHHOTO 3HIOKapIUTa
B 13 pa3 Beime nonymnsuuonHoro npu IIMK ¢ usonuposan-
HBIM MO3[HE- WU Tojsocuctonnyeckum mymom — 0,059%
[2]. IMK 6e3 perypruraiiuui CTpaTUGUIUPYIOT B TPYIIILY
HU3KOTO PHCKAa Pa3BUTHS WHQEKIMOHHOTO SHIOKAPAWTA,
I[IMK c perypruraiueii n/uiy yToJNIIEHHEM CTBOPOK — B
TPYHILy CpeIHero pucka. BeIcokuii pucK pa3BUTHS HWH(EK-
IUOHHOTO SHAOKapauTa uMeroT oonbHbie [IMK ¢ mpose-
JIEHHON XUPYpPrHYECKON KOpPEeKIHeld — MpOTe3UpOBaHUEM
KJIaITaHa ¥ ¢ paHee IePeHeCeHHBIM HH(PEKITMOHHBIM YH/I0-
kapautom [ 13, 35].

C Oosee 4acThIM pa3BUTHEM MUTPAJIBHOM peryprura-
UM accouuupyercs riryookuii (6onee 10 mm) TIMK [16].
Kpowme Toro, Mexay r1yboko npoiaadupyomeil CTBOPKOH 1
KJIAITAHHBIM KOJIBIIOM 00pa3yeTcs Tak Ha3blBaeMast «TPEThs
KaMepay JIEBOTO KETyIo4Ka, IeNOHUPYIOIAs ONpe/eiieH-
HBIA 00BEM KPOBH, YTO MPUBOANUT K YMEHBIICHUIO Cepey-
HOTO BBIOpPOCA U BHOCHUT BKJIa] B (POPMHUPOBAHUE HEAOCTA-
TOYHOCTH KpoBOoOOparieHus [26].

MurtpanbHasi perypruraius oObIYHO CBsi3aHA C MpO-
TPECCUPOBAHNEM MHKCOMATO3HOM JIeTeHEpalu KilalaH-
HBIX CTBOPOK [15, 22]. BrisBIeHUE U1l ¢ MUKCOMATO3HOM
JleTeHepaIfield CTBOPOK IPEACTABIACTCS OYCHb BaXKHBIM,
MTOCKOJIBKY O0bIIMHCTBO ociokHeHui [IMK (Tsxenas He-
JIOCTaTOYHOCTh MUTPAJILHOTO KJlanaHa, TpeOyormas Xupyp-
TMYECKOTO JICUeHHUs, MHQEKIIMOHHBIA 3HIOKapAUT, TPOM-
60sMb0smm) B 95-100% cirydaeB OTMEUEHO IIpH HATHYUA
MHKCOMATO3HOH JlereHepariy CTBOPOK [12].

®dakropamu pucka Tpom6o3MOonuu npu [IMK siBiis-
IOTCSI: MMKCOMAaTO3HO M3MEHEHHBIE CTBOPKH MUTPAIBHOTO
KJIalaHa, AWJaTalysl JIEBOTO MNpeacepAus, MeplaTeiabHas
ApUTMUSl, YCUIIEHHE arperaliioHHON (YHKIHMH TPOMOOITH-
ToB [1, 16].

Puck Tsoxenoro tedenus [IMK moBblmaroT nporsoc-
TUYECKH 3HAYUMBIe apuTMHUH. HecMoTps Ha To, 94TO Mexa-
HU3MBbI Pa3BUTHS aQPUTMUH MOTYT OBbITh HENOCPEACTBEHHO
HE CBSI3aHBI C MPOJAOMPOBAHUEM MHTPAJIBHOIO KIlaraHa,
HapylieHus cepiaeyHoro purma y 6oipHbeIx [IMK nmeror
CaMOCTOSATENIEHOE KIMHIUYECKOE M TPOTHOCTUIECKOE 3Ha-
YeHHe, TaK KaK OKa3hIBAIOT OTPHUIATEIBHOE BIMSHUEC Ha
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TeMOJIMHAMUKY, a pAE CIy4yaeB SIBJIAIOTCS MPUYMHON Jie-
TaNbpHOrO Ucxona. K nporaocrnyeckn 3HaUMMBIM ((KM3HEH-
HO ONACHBIM) HapyLICHUsM pUTMa M MPOBOJMMOCTHU IIPU
TIMK' OTHOCAT >XeIyIOYKOBBIE HKCTPACHUCTOJBI BBICOKHX
rpajanuii (IOMUTONHBIE, OUTEMHUHUS, MApHBIE, KOPOTKHUE
AMU30/bI (CITPOOSKKN») TaXUKap/AuH, paHHUE TUna «R Ha
T»), mapokcu3MallbHble HAKETyAOUYKOBBIE U KETyI0YKO-
BbIC TaXWKap/uH, aTpuo-BeHTPUKYIsipHbIe Onokazasl [1-111
crenenu. [Ipu I[IMK B 8 pa3 uaie, 4em y 340pOBBIX JIIO-
neit, Becrpedaetcs cuaapom WPW [18, 20]. IIpenukropom
JKETYJOUKOBOWH TaxuKapAud, (pUOPIIUIALMM >KEIyI0YKOB
SIBIISIETCS CHHAPOM yuTnHEeHHOTo nHTepBana QT [14].

K ¢axropam pucka BHE3amHOW CMEPTH OTHOCSTCS:
CUHKONAJIbHBIE COCTOSIHMS, BBIPAaXKEHHAsi MUTpajbHas pe-
TypruTalys, HaIu4re IPOrHOCTHYECKN HeOIaronpusTHHIX
aputMuii, ynamaeHue naTepBana QT, ciydam BHe3armHON
CMEpTH y POACTBEHHHKOB [ 14, 33].

Takum 00pa3oM, OCHOBHBIMH (pakTOpamMH PHCKa OC-
JOXHEHUH  (cepleyHass HEIOCTaTOYHOCTh, WH(EKINOH-
HBII 3HAOKAapIUT, TPOMOOAIMOOIINS, apUTMHH, BHE3AIHAs
cMmepTh) pu nepBuaHOM [IMK siBnstroTcst:

P> reMOAMHAMHYECKH 3HaYMMasi METPAJIbHAs PEryp-
TUTAINS;

» Il crenenb nponabupoBaHus MUTPAJIBHBIX CTBO-
POK;

P> MHUKCOMaro3Has JeTeHepalys MUTPAIBLHOIO Kila-
TaHa;

» ywumHerne naTepBana QT;

P Haluuue B aHAMHE3¢ CHHKOMAIbHBIX COCTOSHMH,
CllyyaeB BHE3aITHOW CMEPTH cpeny ONMKalIIiX poJCTBeH-
HUKOB.

3aknwuenue

ITepBuunstit [IMK, sBisitomuiics 10CTaTOUHO paclipo-
CTPaHEHHBIM COCTOSIHAEM, IPEJICTABIACT COO0H BaXHYIO U
4acTO HEaJEKBAaTHO OLIEHUBAEMYIO HHTEPHUCTAMH IpoOe-
My. Pesynmprarhl 3xokapAauorpauuecKoro HCCIeJOBaHUs
CBUJIETENIBCTBYIOT O IIHPOKOM CIEKTPE MOP(POIOTHUECKUX
M3MEHEHHH MUTPAJIbHOTO KJarnaHa: OT HerTyOOKoro mpo-
7a0MpOBaHMsI HEM3MEHEHHBIX CTBOPOK 0€3 MHUTPaIbHOU
peryprutanyu ((yHKIIMOHAIEHOE MpPOIAOWpOBaHKE) [0
CIy4yaeB BBIPAKEHHOW MMKCOMAaTO3HOHM JereHepanuu He
TOJIBKO CTBOPOK, HO M APYTHX KOMIIOHEHTOB MHUTpPAaJIbHO-
TO KOMITJIEKCA ¢ TeMOANHAMUUYECKU 3HAYMMOM MUTpaIbHOI
perypruranueid. Ilpu sToM yka3bIBaeTcs Ha HEBO3MOXK-
HOCTh 3a4acCTyI0 IPOBECTH YETKYIO TPaHHIly MEXTY (QyH-
KIIMOHAJBHBIM W CTPYKTypHO-(QyHKIMOHATEHEIM [IMK,
MOCKONBKY PaHHUE CTAaIMU MHKCOMAaTO3HOW JeTeHepaIyun
MOTYT HE BBISBIIATHCS YABTPa3ByKOBBIMH MeTofgamu [15]. B
To xe BpeMst [IMK c sxokapnuorpaduieckn BoISBISEMbIMH
MpHU3HAKaMU MUKCOMATO3HOM AereHepalul 1 MUTPAIbHON
pErypruTanuy CBHUIETEILCTBYET O IOBBIIIEHHOM pHCKE
OCIIOXKHEHUH. PHCK-cTpaTu(duKaus mammueHToB ¢ mpoa-
OMpoBaHMEM MHUTPATBHOTO KJIallaHa MO3BOJIsAET chopMupo-
BaTh OTHOCHUTEJIHHO OJHOPOIHBIE TPYIIIBI H OCYIIECTBIATh
muddepeHIMPOBaHHbBIN MMOAXOM NMPH OLEHKE TSHKECTH H
IPOTHO3a B rereporeHHoi rpymnne nepsuudoro IIMK, xa-
paKTepu3yIOmeics MUPOKUM AUATA30HOM KIMHHYECKHUX H
MapaKIMHIIECKAX TPOSBICHHUH.
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