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Mponanc MuTpanbHOro KaanaHa: KIMHuYeckue BapuaHTbl, COBpeMeHHble
npencTaBneHUs

A. B. KnemeHoB

HecmoTps Ha Bonee yeM NONyBEKOBYIO UCTOPUIO N3YYeHUs nponanca MutpansHoro knanaHa (MMK), psa sonpocos,
KacalwWmnxcs AnarHocTukm, onpeaeneHuns NnporHo3a, TakTUKY BeAeHUs NaumeHToB ¢ 3TOM NaTonornen, NpononxaioT
BbI3bIBATb 3aTPYyAHEHUS Y NPaKkTUYecKnx spayeii. Bo MHOrom aTo cBs3aHo ¢ MOPAONOrMYECKON N KNUHNYECKOW
HEO4HOPOOHOCTbIO 3TOM0 COCTOAHUSA, MpeanonaratoLler CyLecTBOBaHNE pasHblX BApUaHTOB MUTPanbHOro
nponabupoBaHus.

MMK — cuHapoM, npucywmii pasnuyHbiM HO30/10r MYECKUM DOpMaM 1 BCSKMIA pa3 Tpebyiolnii HO3010rnYecKoi
Bepudprkaumn. MNepeyeHb 6onesHein, npossnstowmxcs NMK, obwmpeH, 4To 06 bACHAETCS CNOXHOCTbIO CTPOEHWS
KnanaHHoro annapara cepua 1 pasHoobpasmemM MexaHW3MOB MUTPanbHOro nponabuposanHus. B ocHose MMK moryT
nexartb N3MEHeHNs1 OMBPO3HOro KoJbLia, CTBOPOK MATPABbHOMO KnanaHa v NpuUKpPensiowmxcst K HUM Xop 4, AMCAYHKLNS
NanunAspHbIX MbllL, HAPYIWEHNS COKPaTUMOCTI M1oKapaa NeBoro Xenyanodka.

B knnHuueckon npakTuke NMK MoXeT BbICTynaTbh B NSTU UMOCTACHX:

e nepsunyHbIn NMK;

e BTOpUYHBIV MNMMK kak cnepcteune 6onesHein Mmokapaa;

e BTOPUYHBIN NMK Kak nposiBneHne HacneaCcTBEHHbIX MOHOTE€HHbIX CUHAPOMOB;

e MUTpanbHoe nponabupoBaHue Kak BapuaHT HOPMbl MW NPOSIBNIEHUE MaNoi aHOManum pasBuTUS cepaLa;
MNMMK kak «axokapavorpaduyeckas 601e3Hb».

MMK kak «3xokapauvorpacuuyeckas 60ne3Hb»

MNMMK kak «axokapavorpaduyeckas 60n1e3Hb» — CUTyauus oWwmnboYHOM ANarHoCTUKU MUTpanbHoro nponabuposaxus. Ha
3ape BHeapeHWs B KNIMHMYECKYI0 NPakTuKy AByxmepHomn axokapanorpadum NMK anarHoctuposancsa y 5-15% u naxe
35% noneit, noaseprHyTbix obcnenosarmio. CToMb CylWecTBEHHAs runepamnarHoctrka bbina cesazaHa ¢ owmboYHbIM
npeacTaBNeHneM 0 NAOCKON KOHUrypauum MmutpanbHoro knanaHa. Cepus ynbTpassykoBbiX nccnenosaHuin koHua 1980-x
rr. jokasana TPEXMEpHYIo (CeANOBMAHYI0) hOPMY MUTPANbHOMO KiarnaHHOro KosbLa v caenana 06s3atenbHol OUEHKY 13
napacTepHanbHol npofonbHol no3vummn. CospemeHHoe onpeaeneHne NMMK TpakTyeT ero kak cuctonnyeckoe BolbyxaHue
OLHOW Unu 06enx CTBOPOK MUTPANbHOrO KnanaHa He MeHee 2 MM Haf, NIOCKOCTbI0 MUTPABLHOr0 KonbLa npu
06s13aTebHOM permcTpaummn no ANMHHON ocu cepaua. Kak MOXHO 3aMeTuTb, B ONPELENEHNN YETKO OFOBapMBaAOTCS Kak
aHaToMuyeckune KpuTepuu, Tak n TeXHUYeckrne acnekTbl NpoLeaypbl UCCNenoBaHus.

Mepexon Ha eanHble KPUTEPUK YNbTPa3BYKOBOW ANArHOCTUKM 1 06HapoaoBaHue pedynbTaTtoB ®peMMHreMcKoro
nccnenoBaHns NO3BOMAN YCTPaHUTb NPOTMBOPEYUS BO B3rns4ax Ha pacnpoctpaHeHHocTb MNMMK, koTopas okasanacbh
CYLLECTBEHHO HMUXe, YeM npeactasnanocb paHee. V13 3491 yyactHuka PpeMnHreMckoro nccnenosaHus, npoweawero
LBYXMEPHYIO 9X0OKapAMOorpagouio no cornacoBaHHbIM OMArHOCTUYECKUM KpUTepusiM, y 47 (1,3%) 6bin BoiSBNEH
Knaccumyeckuii (C yToNnweHmeM MuTpanbHbiX CTBOPOK) Ky 37 (1,1%) Heknaccudeckmin NMK ¢ obweit yactoTor 2,4% [1].
CxofHble pe3ynbTaThbl MOyYEHbl U HA Mateprane POCCUNCKON Nonynsuun.

BropuuHbin MMK npu 6one3Hsix Mmokapaa

B uncne npounx npuunH MMK MoXeT pasBmBaThCs Ha DOHEe KOPOHAPHOW NaToNorMm, peemaTiiama, kapanuoMuonaTium,
MUOKapAMTa, MUOKAPAMOAUCTPOMUN — COCTOSIHUM, BbI3bIBAIOWMX HAPYLIEHNE COKPATUMOCTM MMOKapaa NeBoro
Xenynoyka nokanbHOro v ngysHoro xapakrepa, GUCHYHKLMIO Uy OTPbIB NanuanspHbIX Mblwl,. MonobHble
BapuaHTbl MUTPA/bHOrO NPONAbMPOBAHNS CYNTAIOTCS BTOPUYHLIMU, MOCKOLKY BXOAAT B CTPYKTYPY KIIMHUYECKO
KapTWHbI COOTBETCTBYOLE 6onesHu. Hannune sTopuyHoro MMK npy oTCYyTCTBAM 3HAYMMOM MUTPANbHOM peryprutaumm
Mano BNusieT Ha CMMMTOMATMKY OCHOBHOrO 3aboneBaHus. VicknioueHne COCTaBASIIOT CyYam OCTPOA MUTPAnbHOM
HeLOCTaTOYHOCTU, Pa3BMBLLECS B pe3ybTaTe oTpbiBa NAnUANSPHON MbIWLbLI IPY MHAAPKTE MUoKapaa Unu Tynoi Tpasme
cepaua.

MepBuyHbIn MMK

MepBuyHbIn MMK — eAnHCTBEHHbI BApUaHT MUTPaNbHOro NponabnpoBaHuns, NPeTEeHAYOWMA Ha HO3010TNYECKYIO
camocTosATenbHOCTb. [MponcxoxaeHne nepernyHoro NMMK cBs3biBaeTCs ¢ natonormeid CTBOPOK MUTPabHOro Knanawa,
06yCnoBNEeHHON KOHKPETHON NPUYNHOWM — ME3EHXMMabHOW HEMOHOLEHHOCTbIO B paMKax HacNeACTBEHHbIX HapyLeHWi
(amncnnaswnin) coepuHutensHon Tkain (HHCT). HHCT — rpynna reHeTnyeckn reTeporeHHbIX v KNMHNYECKU NONMMOPOHbIX
NaToN0rM4yeckmx COCTOSIHNM, 06 beANHEHHDBIX HAPYLWEHNEM (DOPMMPOBAHUS COEANHUTENBHOM TKAHU B SMOPUOHANBHOM 1
noctHatanbHoM nepuogax. ['eHeTnyeckas reteporeHHoctb HHCT nonpasymeBaeT kak MOHOMEHHYO, Tak 1



MybTUdaKTOPManbHyO Npupody 3aboneBaHms, a KNMHMYeckas NoMMOPAOHOCTb CBSA3aHa C MOBCEMECTHbIM
pacnpocTpaHeHneM B OpraHn3mMe CoOeMHUTENbHOW TKaH! U MHOroobpasnem NposiBNeHNiA BPOXAEHHOW «cnaboctu» ee
OTeNbHbIX KOMMOHEHTOB.

B cooTBeTCTBMU C COBPEMEHHbIMM NMPEACTaBAEHUAMM BbloensoT ase kateropun HHCT: knaccudpmumpyembie (nmerowme
COrnacoBaHHble pekoMeHaaun1 no AnarHocTrke) n Heknaccuuumpyembie (OHN Xe AucnnacTnyeckue eHoTUMb).
CornacoBaHHblE peKOMEHAALMN MO LUArHOCTUKE UMEIOT MOHOTEHHbIE CUHOPOMBI, 0BYCNOBNEHHbIE MyTaumWei reHoB 6enkos
BHEK/IETOYHOr0 MaTpurKca, PeLenTopoB POCTOBbIX (0aKTOPOB U MaTPUKCHBIX MeTannonpotenHas. Hanbonee n3BecTHbIMK 1
KIMHNYECKM 3HAYMMbIMU U3 HKX SBAStoTCa cuHapombl Mapdana n Snepca—Harnno, MASS-teHoTnn, cMHOpoMm
runepmobunbHocTK cyctaBos 1 gpyrue. K knaccuguumpyemsliM CMHAPOMaM oTHocuTes 1 nepBuyHblin NMMK. K HacToswemy
BPEMEHU HanaeHbl OTBETCTBEHHbIE 33 ero BO3HWKHOBEHWE TPU F'eHHbIX TOKYyCca, pacnonoxeHHbole Ha 11-i, 13-t n 16-i
xpomocomax. [1ouck reHoB, MPUYacTHbIX K Pa3BUTMIO MUTPANTbHOMO Nponanca, NPoAoXaeTcs, NpeanonaraeTcs, YTo nx
MIOEHTUOMKALMS CO30aCT NPEANOChINKN AN CKPUHUHTA 6ECCUMMNTOMHBIX NALMEHTOB, YrPOXaeMblX MO PasBUTUIO
MUTpanbHom peryprutaumun. OgHako npu BCe MPUBNEKATENBHOCTW MONIEKY NSAPHO-TEHETUYECKMX METOLOB NCCNEA0BaHNS
Henb3s He OTMETUTb MX MaNOAOCTYNHOCTb B MOBCEAHEBHOW NpakTuke. HecnyyanHo cylwecTBylowme pekomeHgaumm no
HHCT npuopuTteT B anarHoctuke nepeuyHoro NMK octaBnstoT 3a KOMBMHALMEN KNMHUYECKUX U YNbTPa3BYKOBbIX AaHHbIX.

Mopdhonornyecknm oTpaxeHneM BPOXAEHHON «cnabocTu» COeAUHUTENBbHOW TKaHn U MapkepoMm neperyHoro NMMK
BbICTYNaeT Tak HasblBaeMasi MMKCOMaTO3Has AereHepauns CTBOPOK MUTpanbHOro knanaHa. OHa xapakTepusyeTtcs
nponvcepaumein CpeanHHOro — CMOHrMO3HOMO CIOSt CTBOPKYM C U36bITOYHBIM HAKOMNEHWEM FIMKO3aMUHOT IMKAHOB 1
Lle3opraHunsaumert konnareHoBbix doubpunn (puc. 1). Mpu aTOM cTBOPKA YTONWAETCS, MEHSIET CBOM MeXaHn4eckue
CBOIACTBA, TEPSET CNOCOBHOCTbL MPOTMBOCTOSATL AABNEHMIO B MOMOCTM NEBOr0 XeNyaoyka B CUCTONY 1 nponabupyer.

AtS

Puc. 1. Muxcomatoanan AereHepauns CTEOPKM MUTPanbHOTD KNanasa
(B cpaBHEHHM C HEM3MEHEHHDH CTBOPKOI), muxponpenapar [2]

KnuHunyeckas kaptuHa nepsuyHoro NMMK pa3HoobpasHa; oH MoXeT 6biTb kak 6€CCMMMTOMHbBIM, TaK U KIIMHUYECKU
MaHudpecTHbIM. CuMmnTomaTtuka nepeuyHoro NMMK npenctaeneHa koMmbuHaUMen cnenyowmx CUHAPOMOB:

e HapyleHWs BHYTPUCEPAEYHOM 1 obLei reMoAMHaAMIKY;
® NPOSIBNEHNS BEreTaTUBHO-COCY AUCTON ANCTOHNK;
® VHble (BHEKNAMNaHHbIE) NMPOSIBNEHNS «CNaboCTN» COeANHUTENBHON TKaHW.

MMeHHo aTa Tprana onpeaenseT KnMHUYeckoe ceoeobpasue nepeuyHoro MNMK, oTnuyatowee ero o1 Opyruix BapuaHToB
MUTPanbHOro nponabrposaHusi. CTeneHb BbIPaXXEHHOCTU KaX IOr0 13 yKa3aHHbIX KOMIOHEHTOB MOXET ObITb Pa3HOM, 4TO
1 onpenensieT 3HAYNTENbHbIA KNUHUYECKMA MONMMOPIU3MOM, NpUCYLLMiA nepBuyHomy MNMMK.



OCHOBHbBIM METOLOM 1 «30M10TbIM CTaHAapTOM» AunarHocTuku NMK sBnseTcs asyxmepHas axokapauorpacus. OHa
MO3BONSET YCTAHOBUTb PakT MATPanbHOro NponabmpoBaHus, OLEHNUTb TOMIWMHY MUTPaNbHbIX CTBOPOK, ONPenenunTb
cTeneHb MUTPanbHOM peryprutaummn. YkasaHHble XapakTepUCTUKUN Ype3BblYaiHO BaXHbI B MOHUMaHUN TAXECTK
COCTOSIHMS NauneHTa, NPOrHo3a 1 TakTUKK BeLleHus. Tak, yBenmyeHne ToMWmMHbI CTBOPKY Bonee 5 MM (Npu Hopme 2—4 MM)
ABNSETCS HaAEeXHbIM CBMAETENbCTBOM €€ MUKCOMATO3HOW AereHepaunu, npeactasnsioweri coboin Mopdonornyeckuii
cybcTpat 1 ocHoBHOM Mapkep nepsuyHoro NMMK. B 3aBMCMOCTYM OT TOMLUMHBI CTBOPKU BbIAENSIOT KNacCUYeckuii (C
TONWWMHOR cTBOPKM 5 MM 1 Bonee) n Heknaccudeckuii (MeHee 5 mm) MMK. Mockonbky nexonbl NMMK onpenensoTcs
CTeneHbIo HapyLWeHNs BHYTPUCEPAEYHON reMOANHAMIKN, HE MEHEe BaXXHbIM MapaMeTpoM BbICTyNaeT BbipakeHHOCTb
MUTPanbHOM peryprutaumu, oLeHeHHas B Xoae 4onnneporpaunyeckoro NccnenoBaHms.

Benywnm MexaHM3MoM, 06 bSCHSOWMM MHOFr00BpasHyto cuMntToMatuky nepsudHoro MNMMK, npuaHaHa BeretaTnBHas
OMCOPYHKUMS, 0HAKO Hannyme 6eCCUMNTOMHbIX MaUMEHTOB HE MO3BONSET OAHO3HAYHO ONPeAennTbL ee
naToreHeTUYECKYIO POnib: SIBRseTCs N oHa npuynHoi NMMK nnn cnyyaiHbim coyeTaHneM. Tem He MeHee BONbLINHCTBO
uccnefoBateneil CHATAOT N3MEHEHWE BEreTaTUBHOro romeoctasa obsisatenbHeiM atpmbytom MMK. MeHHO
BEreTaTMBHON OUCHYHKUMEN 06 BACHAIOTCS Takme pacrnpocTpaHeHHble NposBieHns «cuHapoma MNMK», kak kapavanruu,
Bonblas Yactb cepAeyHbIX apUTMUIA, HECTabWIbHOCTb apPTePUabHOro NaBNEHNS, MUNOTUMUN, FTUNEPBEHTUASALMOHHBIA 1
aCTEeHWYeCKMiA cuHapPoMbl. [1ns 06 bSCHEHWS pacnpoCcTPaHEHHOCTW BereTatueHom aucdyHkumm npu NMMK npeanoxeHo
Hemano runoTes, B YUCNEe KOTOPbIX BPOXAEHHbIE N3MEHEHUS MEPUHEPBUS, CUCTEMHBIN AedeKT Bronornyecknx Membpa,
nepvHaTanbHoe nopaxeHue runoTanammnyecknx CTPYKTyp, HakoHeL, akTMBHO obCcyXaaemas nocnenHee BPeEMS BEPCUS O
naTtoreHeTUYeckom ponm geuunta MarHus.

Ho kak 6bl He 6binn SPKY NPOSIBNEHNS BEFETATUBHON AUCHYHKLMN, B OCHOBE reMOoAMHAMUYECKNX HapyweHuid npu MMK
NeXuT BCe Xe MUTpanbHas peryprutauns. Ee HensbexHbIM CneacTBreM CTaHOBSATCS 06 beMHas neperpyska u gunataums
NeBbIX OTAENO0B CepALa, KOTopble NPUBOAAT K (oUBpUANALMM NpeacepLmii U NPOrpPeccUpPoBaHnio CepLeYHOw
He[oCTaToYHOCTM. B Yncne ocnoxXHeHn TakXe MOXHO Ha3BaTb TPOMOO3MOONUM C MAKCOMATO3HO M3MEHEHHbIX K/lanaHoB
1 BO3MOXXHOCTb PasBuTHS BTOPMYHOTO MHADEKLIMOHHOMO HLOKapAnTa.

MpyymHo HebnaronpUSTHLIX MOCNELCTBUIA U OCNOXHEHUI nepBruYHoro NMMK BbicTynaeT He TONbKO KnanaHHbIA MEXaHN3M.
Kak 6b110 HeLlaBHO Noka3aHo, HapyLweHNs obLel reMoaNHaAMMKN NPW AaHHOW NaTONOrUM NPOUCXOAST HE TONbKO
NMocpeAcTBOM MATPaNbHON HELOCTATOYHOCTH, HO 1 Yepes3 AedeKTbl CTPYKTYPbI M PYHKLMU BHEKNETOYHOrO MaTpukca
MuroKapa, SBAsoWrecs cneAcTBUEM BPOXAEHHOW «CnabocTu» COeAMHUTENbHON TKaHW. YKasaHHble 0edeKTbl MOryT
CNYXWTb NPUYUHOI ANACTONMYECKOW ANCHYHKLIMM, CHUXEHNS COKPATUMOCTM MMOKapAa U PasBUTS BTOPUYHOIA
KapauomuonaTum.

B nocnenHee Bpems npeactaeneHms o taxectu nocnencteuii NMK nogseprancek nepeouerke. Panee NMMK cuntancs
naToNiorneit ¢ YacTbiMM 1 CePbE3HbIMM OCNOXHEHUAMI (BK/KOYAs UHCYNbT, COUBPUNNSALNIO Npeacepanii, cepaeyHyto
HeLOCTaTOYHOCTb) U BbICOKOI NMOTPEOHOCTBIO B XUPYPrMyecKoli KOpPeKLMN MUTPaNbHOM HepgocTaToYHoCcTH. Bonpekn
NPeXHUM CBeAEHNSAM pe3ynbTaTbl PPEMUHreMCKOro NCCNenoBaHns oanm ocHoBaHune paccmatpusatb MNMMK kak
nobpokayecTBEHHOE COCTOSIHME C HU3KOWM BEPOSITHOCTBIO HebnaronpusaTHbIX McxonoB. B yacTHocTH, YacToTa
pubpunnsiunm Npeacepamnii, Mo3roBoro MHCYNbTa, CUHKOMAaNbHbIX COCTOSIHMIA Y nauneHToB ¢ NMMK okasanacb
COMOCTaBMMOM C aHANOrMYHBIMU NCX04aMM Y NAL, C UHTaKTHbIMK knanaHamu [1]. Co Bceli akTyanbHOCTbIO BCTan BOMPOC O
cTpaTtucpukauum pucka npu NMMK. K HacTosllweMy BpeMeHn BblAENEHbI BapuUaHTbl NaTonorum, accCoLunMpoBaHHbIe C
BbICOKVM PUCKOM 1 HebnaronpusiTHeIM NPOrHo3oM. BeposiTHOCTb reMoauHaMUYeckx paccTpoicTB BO3pacTaeT npu
BbICOKOI CTENEHU MUTPANBHOW PEryprutTaumnm 1 TonwmnHe cTBOPKM 6bonee 5 MM, ykasblBatowen Ha ee MMKCOMaTo3Hoe
nepepoxaeHuve.

O6cy>xas BO3MOXHbIE OCNOXHEHUS N UCXOAbl MUTPANbHOro NponabrupoBaHus, HE0OX0AMMO NOAYEPKHYTh, YTO
nepsuyHbIli NMMK nmeet nporpenmeHTHoe TedeHne. OTHOCSCH K BPOXAEHHOW NaTONOrnM, OH TEM HE MEHEE He
BCTpeYaeTCs y HOBOPOXAEHHbBIX, XapakTepunayeTcs HU3KMMK nokasaTensMmn 3aboneBaemMocTy cpean aeTel U MoNoablX
N 1 3aTparveaeT B OCHOBHOM NMauVeHTOB 3penioro Bo3pacta. BpemeHHon nHTepsan, npeawecTBYOWMA KNTUHNYECKON
mMaHmdpectauum NMMK, — neprog, B Te4eHme KOTOPOro NPOMCXOAMT HapacTaHne MUKCOMATO3HbIX U3MEHEHWI B KnanaHHOW
CTBOPKE BN/OTb 1O ee AedhopMaLum B CTENEHW, HApyLIalowWel 3aMblkaTeNbHY0 (PYHKLMIO U BEOYLWEN K MATPANbHOW
peryprutauuu. MosiBneHne nocnenHen KapAMHaNbHO MEHSIET CaMOYyBCTBUE U cyabby 60NbHbIX, 4TO HArNSAHO OTPAXEHO
Ha puc. 2, COOTHOCAIWEM CTaauiiHoCTb TedyeHust NMMK ¢ BepoSTHOCTbIO 0CNOXHeHWA. [Mpu aToM ecnu Tpomb6oambonuu,
WHEKLIMOHHBIV 3HLOKAPAUT, «PYHKLMOHANbHbIE» apUTMUM PErUCTPUPYIOTCS NPMBNN3NTENBHO C OAMHAKOBOM YacTOTOM B
pasHble BO3pacTHbIE NEPMOAbl, TO YACTOTa 3aCTONHOW CEPAEYHON HELOCTATOYHOCTU 1 comBpunasauMmu npeacepanii
B3MblBaeT BBepx nocne 50 ner.
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Puc. 2. [lunamuxa mopionoruueckux n KNHHWYECKUX Nposenenuii nepemynoro NMK [3, 4]

Ponb nepeuyHoro NMK B gekomneHcaumm KpoeoobpaleHnst 1 BOSHUKHOBEHMI combprnnaumm npencepanii B 3penom um
Mo>XMI0M BO3pacTe 4acTo HeaooLeHnsatoT. MaHudectaums KnanaHHo Nnatonorum y noXuibix 60/bHbIX 4acTo
CTaHOBMWTCS NPUYMHON AnarHocTmyeckmnx ownbok. MpakTnyeckme Bpayun cnabo ocsepgomnersbl o HHCT v no
CNOXUBLIEMYCSI CTEPEOTUNY OTHOCST HEOOCTaTOYHOCTb KPOBOODOpaLIEHUSI U HAPYLWEHWS CepAEeYHOro pPUTMa y nvu BTOPOWA
MOMOBUHBI XXU3HW NMOYTU NCKMKOYMTENBHO HA CYET KOPOHAPHO naTtonormu. Hepenko ux He cMyllaeT H1 OTCYTCTBUE
CcTeHoKkapaumn nnun pybuoBbix nameHeHuin KT, HU Hannyme rpyboro CMCTONMYECKOro WyMa, OTpaXXarowero Hanmune
MUTpanbHO peryprutauun.

OTaenbHO cocTaBnsAOWEN KINMHUYECKOro nonmMopcuama nepsuyHoro NMMK BbICTYnaloT BHEWHWE U BACLEPATbHbIE
mapkepbl «cnabocTn» CoOeanHNTENbHOM TKaHW. MNocKonbKy COeANHUTENBHOTKAHHBIA AedekT, nexawmii B O0CHoBe
NOBLIWEHHON NOAATNMBOCTU KNanaHHbIX CTBOPOK, SBSIETCS reHepann3oBaHHbIM, MPU3HAKN ME3EHXMaNbHOW
HEeMONHOLEHHOCTM ONPEeneNnstoTCs TakXe U CO CTOPOHbI KOXHbIX MOKPOBOB, ONMOPHO-ABUraTeENbHOro annapara,
BHYTPEHHMX OpraHoB. 3BeCTHbIE K HACTOSIEMY BPEMEHN BUCLEPalbHblE MAPKepPbl, @ TakXe MX BaXHenwne KNnMHnyeckne
NOCNencTBMS U UCXOAbl MPUBEAEHBI B Ta6N.
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[Mockonbky NpU3Haky CUCTEMHOMO BOBIEYEHNS COEANHUTENbHOM TKaHW SBASIOTCA KOCBEHHBIM MOATBEP X AEHNEM
npuHannexHocTn NMMK k HHCT (1. e. nokasaTtenbCTBOM €ro «MepBUYHOCTU»), UX BbISBNIEHME CYLLECTBEHHO C TOYKM
3pEeHUS ANarHOCTUKM U OLEHKN NPOrHo3a. Tak, BEPOATHOCTb KUHNYECKM U reMoauHammuyeck aHadmmoro MNMK kpaiHe
HW3Ka Yy L, He UMEeIoLWNX 3TUX NPU3HaKoB. B uensx yHudukaumm noaxon0B K oueHKe CUCTEMHOMO BOBIEYEHUS
COeAVHNTENbHOW TKaHW, B YaCTHOCTW, ONpeaeneHns nopora CTMrMaTu3aumm n CTpyKTypupoBaHus NpnsHakos C
BblAENEHNEM Hanbonee NHPOPMATUBHbBIX, MPEAN0XEHO UCMONb30BATb NMPUHATLIE MUPOBLIM COOBLWECTBOM ["eHTCKUE
kputepum (Ghent nosology, 2010) cuHopoma MapdaHa.

MocnepHee BpeMs xapakTepuayeTcsi NOSIBIEHWEM HOBbIX MPEACTaBNEHNA O KNETOYHbIX U MONEKYNSPHBIX MEXaHN3MaXx
nepeuyHoro NMMK. Beaywas ponb B MexaHn3amax BO3HUKHOBEHUS nepsuyHoro NMMK oTBoaMTCS TpaHcopMupyiolemy B-
dakTopy pocta (TGF-B) — 6enky, KOTopbIii aKTUBMPYET POCT ombpobnacToB 1 peryampyet oopMUpoBaHme 1
Ierpagauuio aKCTpauennoNspHoro MaTpukca. BeisicHeHo, 4To uenbiii psig nposisneHuin HHCT obycnoBneH nameHeHnem
akTmeHocT TGF-B. B yactHocTu, yeuneHHas akcnpeccus TGF-B obHapyxeHa B MUKCOMATO3HO M3MEHEHHbIX CTBOPKaX.
3aKOHOMEPHO CTPEM/IEHNE 3aTOPMO3UTb MOBLIWEHHYIO akTUBHOCTL TGF-B B Lensx npenoTBpalleHns NporpeccmMpoBaHus
MUKCOMaT03a, N Takue MHCTPYMEHTbI YXX€e N3BECTHbl — 3TO HeWTpanuayiowme aHTntena (B akcnepumeHTe), 6nokaTtopel
peLenTopoB aHrmoTeHaunHa Il n B-anpeHobnokatopbl (B 9KCNEPUMEHTE U KNMHUKE). [prMeHeHne 3TX CPeacTB OTKpbiBAET
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HOBbIE MYyTN KOPPEKLMW NOCNEACTBUI HAPYILEHHON Me3EeHXMMaIbHON HELOCTATOYHOCTM U, BO3MOXHO, ByeT CnyXuTb
anbTepHaTMBOW XUPYPrnYECKOMY NEYEHUIO.

OpHako peanbHble BO3MOXHOCTW NaToreHeTMyecko Tepanum nepemyHoro NMMK noka octatTcst CKPOMHbIMU. M3
OTHOCMUTE/BbHO WMPOKO BHELPEHHbBIX B KNIMHUYECKYO MPaKTUKY CNocoBOB neyeHust cneayeT BblAENUTb NPUMEHEHNE
npenapartoB MarHus. MaroreHeTnyeckmm 060CHOBaHNEM VX MPUMEHEHMUS BbiCTynaeT npeacTasneHne o nepsuyHom NMMK
KaK KJMHUYECKOM hopMe reHeTudeckn obycnoBneHHOro MarHneBoro aeguumnta. M3secTHo, 4To B YCNOBUSIX HeJocTaTKa
WOHOB MarHus CMHTe3 6eNKOB COEANHUTENBHON TKaHN 3aMeLNSETCS, @ aKTUBHOCTb (DEPMEHTOB, YHACTBYIOWMX B
paspyleHnn KonnareHa u anactTuHa, HanpoTuB, YyBENMUMBaEeTCS. VIHbIMM cnoBamu, B yCNOBUSX AedomunTta MarHms
CoelMHUTENbHas TKaHb paspylwaeTtcs bbicTpee, YEM CUHTE3MpPYEeTCS.

B psine uccnenoBaHuii nokasaHa npuHUMNUanbHas BO3MOXHOCTb YCTPAHEHNS XapakTepHOM KapananbHOW CUMNTOMATMKN
1 ynbTpassykoBbix nposisneHuii NMMK non BnnsHuem npenapatoB MarHus. OfHO U3 Hanbonee N3BECTHbBIX U3 HUX
NpUHALNEXUT KONNEKTMBY OTEYECTBEHHBIX aBTOPOB NOJ PYKOBOACTBOM akafemuka A. M. MapTbiHOBA. 6-MeCsiyHbIl KypC
Tepanuu npenapatom MarHepoT B 803e 3 I B CyTKM NPUBOAUN K YMEHbLIEHMIO I 1y6uHbl NponabrpoBaHus 1 CTENEHN
MUKCOMaTO3HOW AereHepaumm knanaHHblx CTBOPOK. Hapaay ¢ aTum 6bina AocTurHyTa peaykums KaMHU4Yeckom
CUMMTOMATVKK, NPUCYLLEi NaHHOK kaTeropmm 60nbHbIX [5]. 3a npowepwee Bpems 66110 BbINOMHEHO HEMANo CXOAHbIX MO
LM3aitHy nccnenoBaHni, B KOTOPbIX 6blNM NONYYEHbl aHANOrMYHbIE Pe3ynbTaTbl.

Hapsoy ¢ npenapatamu marHus Ha ponb CPeLCcTB NaToreHeTnyeckoro neyeHus nepsuyHoro NMMK takxe moryt
npeTeHnoBaTb BUTAMUHbI, MHbIE MUKPO- U MaKpPO3NEMEHTbI, aHaboNMKN — npenapartsl, UMeLLe OTHOLEHNE K
MeTabonnaMy COeaNHUTENbHON TKaHW 1 CrocoBHbIE NOBANATb HA BUOXMMUYECKUE MEXAHU3MbI, NeXalune B OCHOBE
MUKCOMaTO3HOI AereHepaumm cTBOpkM 1 ee nponabuposaHus. Bce oHY B TOM MW MHOM KOMOMHALMKU HaxooaT
NpUMEHEeHNEe B KOMMNNEKCHON Tepanum nepsuyHoro MNMMK.

O6bceyx nas nedeHve NMMK, Heo6x0AMMO YETKO NPELCTABNSATb, YTO reMOAMHAMUYECKM 3HAYMMOE (CONPOBOX AatoLeecs
npusHakamu cepeyHol HeAOCTaTOYHOCTM) NponabrpoBaHe — NOPOK Cephua, TPebyIoLWni XMPYPruieckor KoppekLumm.
Takune 60nbHble BONXHbI 6bITb CBOEBPEMEHHO HanpPaB/eHbl K KapAVOXMPYPry AN PELWEeHUs Bonpoca O NpoTe3npoBaHMm
UNM NNacTmke MUTpanbHOro knanaHa. KOMMeHTUpys nokasaHus K XMpypruyeckoMy nedyeHunto MuTpanbHowm
He[oCTaTOYHOCTM, OTMETUM, YTO COBPEMEHHbIE pekoMeHaaunn AHA/ACC2014 He noaTBepXaaT LenecoobpasHocTb
XMPYPrmyeckoro Ne4eHns nuilb NaumeHToB C COXPaHEHHbIMU dopakLmei BbiIbpoca 1 pasmMepoM NeBOro Xenynoyka.

BropuyuHbin NMMK npu cuHgpomMHbix HHCT

MMK MoXxeT BCcTpeyaTbCs NPy MOHOrEHHbIX AedheKTax CoOeAMHUTENbHOM TKaHW, Taknx Kak cuHapoMbl MapdaHa, Jloeca—
OwnTua, Snepca—[aHno, HECOBEPLEHHbIA OCTEOreHe3, anacTmyeckas ncesnokcaHToma. Ha ero nonto npuxoamres 0,25-
2% crny4aeB MUTpanbHoro nponabuposanusi. Cpean BCEX MOHOreHHbIX cuHapomos MNMK Haubonee yacto HabntogaeTcs
npw cuHapome MapdpaHa — 75% cnyvaes (a 6onee TsXenble BapuaHTbl C MUKCOMATO30M KianaHoB — 28%) [6].
PacnpocTtpaHeHHocTb MNMK y 60nbHbIX ¢ cuHApoM dnepca—LaHno 3Ha4nTenbHo H1uxe — 6% [7]. NMMK npu MOHOreHHbIX
HHCT oTHOCMTCS K BTOPUYHBIM, MOCKOMbKY BXOAWUT B CTPYKTYPY KIMHUKO-MOPAEION0rM4eCKNX NposBNEHNIA
cooTBeTcTBYIOWEN NaTtonorum. OaHaKko OH XapakTepusyeTcs TakUMM Xe MAUKCOMATO3HbIMY U3MEHEHUSIMU KNlanaHoB, Kak 1
nepsuyHbIn NMMK, 1 3TUM CXOX C HUM.

NMMK kak BapuaHT HOPMbIl WU NposABJ/iIeHne Masnon aHomanMu pa3Butuga cepaua

MorpaHuyHas cteneHb NponabrpoBaHUs, 0TCYTCTBME MUKCOMATO3HOIO YTOJIWEHWS CTBOPOK, 3HAYMMOM MUTPasbHOM
peryprutaumm n ceMeiHoro aHamHe3a no3sonsiot paccMatpueatb NMMK kak BapnaHT HOPMbI, MPEXOaAWNiA
BO3PaCTO3aBNCUMbI (DEHOMEH MU Manytlo aHoManuio cepaua. VIMeHHO Takue cnyyan MUTpanbHOro nponabuposaHns
Hanbonee 4acTo BCTPEYaTCs B KIMHUYECKON NPakTUKe, 0COBEHHO Y NOAPOCTKOB, CYOTU/bHBIX IOHOWEN, AEBYIIEK U
MONOLbIX XEHLUWH, CO31aBas BnevyaTneHne o Ype3BblualiHoi pacnpoctpaHeHHocTy NMMK B nonynsuun.

B ymcne npnunH nogobHbIX «HEBUHHBIX>» cnyyaes NMMK Ha3biBalOT BPOXAEHHbLIE MMKPOAHOMANMMN apXUTEKTYpbI
MUTPANbHOro KOMMNEKCa, aCUHEPT M0 COKPaLLeHNs 1 paccnabneHns Mnokapaa, HapyleHue KnanaHHon HHepBaLmMmn 1 ap.
OT1penbHO cnefyet OTMETUTb ClyyYau Hernybokoro, NPOXoAsiero ¢ BO3pacToM 6ecCUMNTOMHOro nNponabrpoBaHus,
BO3HMKatWwme B nybepTaTHOM NeEpUOLE B CBA3U C HEPABHOMEPHBLIM Pa3BUTHUEM OTAE/bHbIX 3NIEMEHTOB KNlanaHHOro
MUTPanbHOro KOMMAeKca 1 nx HemosHbIM PYHKLMOHAbHBIM COOTBETCTBMEM APYr Apyry. [pu aToM nnowanb xopaanbHO-
CTBOpYATOro annapara okasblBaeTcs U3bbITOYHOW, Kak 6bl 3aroToBaeHHO BNPokK. Mo 0KoHYaHWM Neproaa nonoBoro
CO3pEBaHNA Mo Mepe yBENUYEHNS 06 bema 1 Maccbl MMokapaa neBoro Xenynoyka ykasaHHoe HeCOOTBETCTBME HEPELKO
HUBENMPYETCS (NMPUYEM Y XEHLMH B MEHbLIEN CTEMNEHW, YEM Y MYXUMH, YTO, O4EBUOHO, 0B bSCHSET NpeobnanaHune
XeHWKH cpeamn naumeHTos ¢ NMMK).

Heobxoaommo oTaaeaTtb OTHYET B TOM, 4YTO B OTCYTCTBME OaHHbIX MONIEKYNAPHO-reHeTU4eCKoro nccnenosaHns 4OCTOBEPHO
NCKNKOYNTb OOKNMMHUWYEeCKYO CTaano nepBn4HOro MMK BO BCEX 3TUX cny4yasix He npencrtaBndeTcsa BO3MOXHbIM, 4TO
onpasnbiBaeT pekoMeHgauum no aquHamMnyeckomy Hab N AeHNIO TaKUX NaLunueHToB.

MuHyno nonseka ¢ momeHTa nepsoro onucaxus NMK J. B. Barlow, ycTaHoB/BLEMY CBA3b NO3AHECUCTONNYECKOrO WyMa C



MUTpanbHoi peryprutauunein. K kakum utoram Mbl NpuLLny 3a 3T0 BPEMS, Kakue BbiBOAbI MOXEM caenatb?

e [IMK — cuHIpoMm, NpucyWwmnii pasHbiM HO3010rMY4ECKMM hOpMaM 1 B KaxA0OM criyyae Tpebyiowmii ycTaHoBNEHNS
HO30/10rM4eCcKoro anarHosa.

e YcTaHoBNEHbl YeTkue auarHocTtuydeckune kputepum NMMK, KoTopbix cnegyeTt npuaepXmnsaTbes.

e HeonHosHauHocTb nporHosa npu NMK oukTyeT HeobxoaMMOCTb CTpaTugmKaumm gakTopos p1cka.

e HecMOTpS Ha BO3MOXHOCTU MONEKYNSAPHO-FEHETUYECKMX MeTOA0B nccnenosanHuin auarHoctmka NMK npoagonxaer
0CTaBaTbCs CUHTE30M K/IMHUYECKUX U YNbTPa3BYKOBbIX MPOSBIEHUA C OLEHKON NPU3HAKOB CUCTEMHOrO BOBNIEYEHUS
COeLVHUTENbHON TKaHW.

e JlocTUXEeHMs B NOHNMaHNM MEXAHN3MOB Pa3BUTMSA MUKCOMATO3a OTKPbIBAIOT HOBbIE NEPCNEKTUBbI IEYEHNS
nepsuyHoro MNMMK.

B 3aknto4eHve HanoMHKM, 4To 1 Beepoccuiickoe HayyHoe oblwecTBo TepaneBToB, U Poccuiickoe kapanonornyeckoe
06WecTBO BbINYCTW/N CEPUIO PEKOMEHAALNIA, MOCBAWEHHbIX AnarHoctuke u nevyenuto HHCT n NMMK. O6paTtumBwimcs K aTnM
LOKYMeHTaM, NpakTUYEeCKMii Bpay MOXET YTOYHUTb AeTanu, KoTopble He Oblfiv B 4OCTaTOYHON Mepe OCBELLEHbI B
HacToslwen cTaTbe.
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