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/XAPbKOBCKAS MEANLIMHCKAS AKAAEMUSI TOCASAUNAOMHOIO OB6PA30BAHMS/

PecTtpukTtuBHOa KOpaAoMMonarus

Pe3iome

B cTaTtbe paccmaTprBaAOTCS BOMPOCH KAQCCUPUKALMM, STUOAOTUM, MATOTEHE3A, KAVUHWNKM, AUArHOCTUKN
N AEYEHUS PECTPUKTUBHOM KapAnomMmonaTtim (PKMIT) KOK LWMPOKOro CnekTpa 3a60AEBAHMIN, 06beAMHEHHbIX
OAHNM MATOPUINOAOTUHECKUM MEXOHN3MOM PECTPUKTUBHON AMACTOAUYECKON AUCPHYHKLMN BCAEACTBME
PACMPOCTPAHEHHOTO GUBPO3A UAN MHOUABTPALMMU CTEHOK KEAYAOHYKOB POZAMYHBEIMU MOTOAOTNYECKUMM

CYBCTAHUMSIMU.

KAtoueBble CAOBA: PECTPUKTMBHAS KapAoMmonaTig (PKMIT), AMacTtoAndeckas ANCOYHKLMS, AMUAOUAOS,
3HAOKAPAUT Aeddrepa, SHAOMUNOKOPAMOABHBIN GUBPO3, reMocuAepPo3, 6oaesHb Dabpu

PectpukineHasa kapamnommonatnst (PKMI) — 310 3a060AEBAHNE
MUOKAPAQ, KOTOPOE XAPAKTEPUIYETCS OTPAHNYEHNEM HOMOAHEHST
N CHUXXEHNEM ANACTOANYECKOTO 06beEMA OAHOTO UAM OBOUX KEAY-
AOYKOB CEPALIA C HOPMAABHOM MAM MOYTU HOPMOABHOW CUCTOANYE-
CKOWV GYHKUMEWN N TOALLMHOM CTEHKWN. TedeHmne PKMIT BapbupyeT B
30BUCUMOCTU OT MATOAOTUN U AEYEHMS, HO HOCTO HEBAQroNPUSITHOE.

PKMI1 siBASIETCSI HOMMEHEE PACNPOCTPOHEHHOM CPEAN BCEX
TUMOB KAPAMOMMOMNATUN U XAPAKTEPUIYETCSI AMACTOANYECKON ANC-
PyHKUMEN MMoKApAQ. PKMIT MOXeET NpeACTABASITb COOOW LLUMPOKNM
CneKTp 3060AEBAHUN, XAPAKTEPUIYIOLLMXCS PECTPUKTUBHBIMY U3ME-
HEHMSIMN MMOKAPAQ. PKMIT MOXKET BbiTb MAMONATNYECKOW, CEMENHOM
VAU PO3BUTLCS B PE3YABTATE PA3ANYHBIX CUCTEMHbBIX PACCTPONCTB, B
YOCTHOCTM, AMMAOMAO3A, COPKOMAO3A, FEMOXPOMATO3d, 303MHODU-
AU, KOPLMHONAHOM BOAE3HN CEPALLA, CKAEPOAEPMUM U AHTPALLMK-
AVIHOBOW MHTOKCUKALMN [1].

Knaccupuxkauusa

CyLLLEeCTBYET HECKOABKO MOAXOAOB K KAQCCUPUKALMN KAPAMO-
MMONATUM B LLeAOM U PKMI B HaCTHOCTU. COTAQCHO KAQCCUOUKALINN
AMEPUKAHCKOM accoupaummn cepaua (AHA) 2006 roAQa BbIAEASIIOT
nepBuyHble (C NPENMYLLLECTBEHHBIM MOPOYKEHNEM CEPALLQ) U BTOPUY-
Hble KapAMOMMONATUM (MPY CUCTEMHBIX 3000AEBAHMSIX C BOBAEYE-
HMem cepaua). COrAaCHO AQHHOM KAAQCCUUKaumm (TABA. 1, 2)
nepsryHas PKMIT oTHOCKTCS K CMELIOHHOW dopMe NepPBUYHBIX
Kapamommonatn. OAHAKO HEKOTOPbLIE 3A60AEBAHMS, KOTOPLIE MPO-
aBASIHOTCSI deHOTUNOM PKMI, OTHOCSITCS KO BTOPUYHBIM KAPANOMUO-
natmaM (AMUAOKAOS, FEMOXPOMATO3, 6oAe3Hb PABGPU, CAPKOMAOS,
3SHAOMUOKAPANOABHBIN GUOPO3 N TNNEP303NHODUABHBIA CUHAPOM,
QHTPALMKAMHOBAST UHTOKCUMKALMSTY) [2].

HeCKOABKO MHOM MOAXOA NCMOAB3YETCS B KAQCCUDUKALIMN, PA3-
paboTaHHoM EBponenckmm obuiectsom kapanoaoros (ESC) B 2008
roay. Bce kapanommonatmm paspeAstotcst Ha 5 OCHOBHBIX TUMOB:
rmMNepTPoOPUIECKAs], AMAQTALMOHHAOS, PECTPUKTVBHAS, APUTMOTEH-

HQS1 NPABOXEAYAOHYKOBAS I HEKAQCCUDULIMPYEMbBIE KAPANOMMOMNA-
M1 (HEKOMMAKTHBIM MMOKAPA M Kapanommonatmg Tako-Lly6o).
Kaykaast KApAMOMMOMATHSI TOAPO3AEASIETCSI HO CEMENHYIO/TEHETU-
YECKYIO 1 HECEMENHYIO/HEereHeTn4eckyto (Taba. 3, 4) [1].

Stuonorusa u naropusuonorus

PecCTpuKTBHAS KAPAMOMMOMNATAS — STO IPYNNA PA3HOPOAHbIX MO
STUOAOTUN U NATOreHe3y 3060AEBAHNN, OOBbEANHEHHBIX HOANYMEM
o6Llero NaToPprsrNoAOTMHECKOTO NPU3HAKA: HAPYLIEHMS ANACTOAN-
4ECKOro PACCAQABAEHNSI PUTMAHBIX CTEHOK JKEAYAOYKOB BCAEACTBNE
PACIPOCTPAHEHHOTO SHAOMUOKAPANAABHOTO GUBPO3A AN MHDUABL-

Ta6nuua 1. MepeuyHbie kapauommonatun (AHA, 2006)

Mneptpoduyeckas kapaomuonatus (TKMI)
ApHTMOreHHas KAPAMOMMONATHS MM AUCTINA3MS
npaBsoro Xenyaouka

HekoMmnakTHbI# nesbiii xenyaouek («ry6uatbiii»
Muokapa)

HapyweHus nposoasiuei cucremel cepaua
(cvnapom Jlenerpal)

nukorenosbl (PRKAG2-t1n u JaHow-tun)
MuToxoHapHansHble MUONATUM

HapyweHust GyHKUMM MOHHBIX KAHANOB:
CUHAPOM yAnrHeHHoro uHTepeana QT
cuHapom bpyrapa
KATeXOoNaMMUHepruyeckas nonMmopdHas
XKeNyaoukoBas TaXMKapars

CUHAPOM yKOpO4eHHOro uHTepeana QT
I0)XHOQ3UATCKMM CUHAPOM BHE3ANHOM
HeOBbICHUMOMN CMEPTH BO CHe

FeHeTnueckue

CmeLuaHHble
(reHeTMueckue
W HereHeTU4eckue)

[Iunataumonnas kapaommonatus (AKMM)
MepBuyHas pecTpuKkTMBHAS KAPAMOMMONATHS

MuokapauTel (BocnanutensHas kapaMomuonaTHs)
Kapanomuonatis, o6ycnosneHHas BHe3AMHbIM
3MOLMOHANBHBIM CTpeccoM (kaparommonaTus Tako-Lly6o)
MepunapransHas kapaMomMuonaTHs

Kapanommonatis, MHAYLMPOBAHHAs TaXMKapAHeH
Kapanomuonatus y aetei, Matepu KOTopbix 6ombHbI
caxapHsiM aabetom 1-ro Tvna
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TPAUMM CTEHOK KEAYAOUKOB PASAMYHBIMI MOTOAOTUYECKUMN CYD-
CTAHLUMSIMY (OMUAOUAOS, TEMOXPOMATO3 U AP.). DTO NMPUBOAUT K
3ATPYAHEHMIO AMACTOAUYECKOTO HAMOAHEHMSI SKEAYAOHKOB, HOPYLLIE-
HUIO BHYTPUCEPAEYHON TEMOANHAMUKN N CEPAEYHOMN HEAOCTATOM-
HocTtn (CH) [3].

MepBunyHble PKMIT 06bIHHO MMEKOT AyTOCOMHO-AOMUHAHTHOE
HACAEAOBAHME, HO TAIOKE OMPEAEASIETCSI AYTOCOMHO-PELIECCUBHOE,
X-CBSI30HHOE N MUTOXOHAPWAABHOE. BOABLUMHCTBO MAEHTUOULIMPO-
BOHHbIX TEHOB KOAMPYIOT COPKOMEPHbBIE UAWN Z-ANCKOBbIE BEAKMU,
Takme Kak TNNI3 (tponoHuH 1), TNNT2 (tponoHuH T), MYH7 (6eTa-Mmo-
3UH TsKeAblx Lienen), ACTC1 (anbda-cepAeYHbIr akTuH), TPM1 (aAb-

Ta6bnuua 2. Bropuunsie kaparomuonartun (AHA, 2006)

NHdunbrpatusBHbie
3a6oneBaHus

BonesHu HaKonneHus

Tokcuueckue
nopaXXeHus

CouetaHHoOe
nopaKeHue sHAOKApAU
u muokapaa

BocnanurenbHbie
(rpaHynemarosHbie)
3a6oneBaHus

DHAOKPUHHbIE
3a6oneBanus

3a6onesanus

€ MOpKEHUem
cepaua U aHOManMaSMm
paseuTtusa nuua

HepBHO-MbILIEYHbIE
u/vnuHeBponoruyeckme
3a6oneBaHus

3a6onesanus,
CBA3AHHbIE

€ HEAOCTUTOUHbBIM
NMUTAHUEM

AyTOMMMYHHbIE
3a6oneBanus,
3a6oneBaHus
COEAVUHUTENIbHOW TKaHU

Hapywenus
3N1eKTPOJITHOro
6ananca

MNocnepcreus
NPOTUBOONYXOJNEBOMN
Tepanuu

PapguoaktusHoe
usny4yeHme
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Amunomnpos (nepeuUHbIN; cemeiiHbIi,
Hacneayembli Mo ayTOCOMHO-AOMMHAHTHOMY
TMMY; CEHUNBHBIN; BTOPUYHbIE POPMBI)
BonesHs lNowe

Cunppom lNypnep

Cunppom XaHtepa

lemoxpomatos

Bonesnb Pabpu

BonesHb Hakonnenus rukorexa
(rnukorenos Il Tuna, 6onesws Momne)
Bonesns Humana-luka

neKOpCTBeHHbIe CPeAcCTBa, TAXesble MeTanbl,
XUMHUYECKHe BewecTBa

SupommuokapananbHelit Gpubpos
MMnep303uHOGUNLHLIN cMHAPOM
(sHpokapaut Jlepdnepa)

Capkoupos

CaxapHbiit guaber
Mneptupeos
Mnotnpeos
MMnepnapatupeos
Deoxpomouuroma
Akpomeranusi

Cunppom HyHan
JleHtnrnHos

Artakeus Ppuppeiixa

MeiweyHas aucrpodus HioweHHa
MeiweyHas aucrpodus Imepn—Lpendyca
MuoTtoHunueckas auctpodus
Heitpodunbpomaros

Ty6epo3Hbiit cknepo3s

Bepu-6epu (TMamun), nennarpa, umHra, gepuumnt
CeneHa Mnu KApHUTMHA, KBALWMOPKOP

CucTeMHas KpacHas BONYaHKA
Hepmaromuosur
PeBmatomnaHeii aptpur
Cknepoaepmus

Y3enkoBelit nonMapTepumt

AHTpaumKnMHbL: OKCOPYBMUMH, AayHOPYBULMH
LUnknodochamug,

AuctaHuiiHe HaOBYAHHS

Pa-TPONOMMO3MH), MYL3 (MMO3MH Aerknx uenen) n MYL2 (Mmo3unH
PETrYAITOPHbIX AeTKMX Lenen) [4-6]. [eHbl, Koanpytowme 6eAok
Z-pncka, Bkntodast MYPN (MuonannaamH), TIN (tutuH) n Bag3 (BCL2-
ACCOLUMMPOBAHHBIN ATAHOTEH), TAKXKE BbIAV MAEHTUONLIMPOBAHSI [4,
5, 7, 8]. VIHTEpECHO, 4TO 3aPErnmcCTpPUPOBAHBLI GAKTbI PA3BUTNS GEHO-
™na rnneptpodudeckon (FIKMI), anaataumoHHom (AKMI) m
PECTPUKTMBHON KAPAMOMMOMATAN MPU OAHUX U TEX XKE MYTALIMSIX B
reHax, KOAMPYIOLMX BeAKkn capkomMmepa n Z-ancka [9]. Cpeamn 1226
naumeHtoB ¢ cemenHom N’KMI (688 cemen) 1,5% nmean peHotmn
PKMI. MoaoBmHA Npo6aHAoB ¢ PKMIT MeAn MOTOreHHble MyTaLmm
B MYH7 nAn TNNI3. Y BCeX MAOLUMEHTOB C BbISIBAEHHBIMU MYTALMSIMIA
AMBO OTMEYAACS MUODUBPUAASPHBIN Becnopsiaok (disarray) no
AQHHBIM B1ONCUK, ANBO OHV UMEAU POACTBEHHNKOB C OAHO3HOYHbIM
AnarHozom KM, MprmMedaTensHO, YTO PECTPUKTBHBIN GEHOTUMN ObiA
CBSI30H C BOAEE TSHKEAON CUMMTOMATUKOW, CHUYKEHNEM TOAEPAHT-
HOCTU K GUINYECKOW HATPY3KE N YBEAUYEHNEM OCAOXHEHWN [10].
MuncceHc-mytaumm B poecMmHe (DES) 6bIAM MAEHTUDULMPOOBAHDI B
HECKOABKNX CEMbSIX C AECMWNH-CBSIBAHHOW MUOMATUEN, KOTOPAS
MOXKET BbITb NpeacTaBAeHa PKMIT [5]. ToaHcTMpeTuH (TTR) accoumm-
POBAH C AMUAOUA-CBSI3aHHOW PKMIT [5]. BbiAEASIOT TAKOKE namona-
Tmyeckyto dopmy PKMIT, npu KOTOPOW 3TUOAOTMYECKNA GAKTOP
YCTAHOBWTb HE YACAOCD.

KO BTOPUYHBIM MAU HECEMENHBIM KAPANOMUOMNATUSIM OTHOCHT
3SHAOMUOKAPANAABHBIN GUBPO3 U TMNEP303NHODUABHBIN CUHAPOM
(aHAOKAPAUT AeddAePq). DHAOKAPAUT AeddAEPA MOXKET PA3BMBATL-
CS1 BCAEACTBME AAUTEABHON 303MHOPUAMK (A0 20-70%, Bonee 1500
303VHOPUACE B 1 MM2) POZAMYHOTO reHe3d B TeyeHne boree 6 MecsILIEB.
BcTpeyaetcst Kak namonatmieckast GopmMa 3060AEBAHMS (MEPBUYHAST),
TOK U BTOPWYHAS], CBSIBAHHOSI C AAAEPTNEN, QYTOMMMYHHbBIMU PEAKLMST-

Ta6nuua 3. CemeitHas pectpukTuBHas kapauomuonatus (ESC, 2008)

CemeiiHas (HeM3BeCTHAs MyTALMS FeHaA)
MyTaumm 6enKoB CaPKOMEPA: TponoHuH |, nerkux Lenei MMO3nHA M Ap.

CemeiiHbI amunomnaos: tpanctupetid (PKMI + Hesponatus), anonvnonpo-
teun (PKMI + vedpponatms)

Hecmnuonatuu
MceBpokcaHToma anactuyeckas
lemoxpomaros

Bonesnb @abpu

Bonesnu HakonneHus rnukoreHa

Ta6nuua 4. Hecemeinas pectpuktmueHas kapauommnonatus (ESC, 2008)

Amunoupos (AL, npeans6ymux)
Cknepoaepmus

dHpomuoxkapauanbHbii pubpos

F'nepso3uHopunbHbIN cMHApPOM (6onesHsb Jledpdnepa)
Manonatuueckuit

XpoMOCoMHbIH

neKCPCTBeHHO MHA)’L{MPOBOHHHH (CepOTOHHH, BPFOTOMMH, PTYTHbI€ AreHThl,

6ycynbdan)

KapuuHoupHas 6onesHb cepaua
Mertacratnueckuin pak
Paguauus

Jlekapcrea (QHTPAUMKANH)
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MU, NIAPA3UTAPHBLIMU MHBA3MSIMM, AENKO3OM, NHOEKLMOHHBIM MOHOHY-
KA€O30M, HOBOOOPA3OBAHMSIMA 1 AP. B OCHOBE ero naTtoreHes3a AeXar
MopdoAOTMHECKM N GYHKLLMOHOABHO HEMOAHOLEHHbBIE «QKTUBHbLIE»
303MHODUABI, KOTOPBIE KOHLIEHTPUPYIOTCS B BOABLLLMX KOAUYECTBAX B
SHAOKOPAE U CYOIHAOKOAPANAABHBIX OTAEACX MUOKAPAQ. TAM OHU
NMOABEPTQIOTCS AETPAHYASILMM C BBIAEAEHUEM LLLEAOYHBIX U KATUOHHBIX
BEAKOB, OBAOACHOLLIMX TOKCUYECKMM AENCTBUEM HO MMOKAPA, O TAIOKE
MPOKOANYASILIMOHHBIM AeCTBMEM [11]. BCAEACTBME MOBREKAEHMS PA3-
BMBAETCSI PUOPO3 CYOIHAOKAPANAABHBIX CAOEB MUOKAPAQJ, GPOPMM-
POBAHME TPOMOOB B MOAOCTM XKEAYAOHKOB, MHOTAC B BOAEE MO3AHMX
CTOAMSIX PA3BBMBAETCSI OBAUTEPALMS MOAOCTU KEAYAOUKOB. AQHHOE
3060AEBAHME HALLE BCTPEYAETCS B YMEPEHHbIX LUMPOTAX.
SHAOMNOKAPANOABHBIN PUBPO3 (M) — 3T0 306GOAEBOHNE HEMZ-
BECTHOW STUOAOIMM, KOTOPOE TAKXKE XOPAKTEPU3YETCs1 GUOPO3HBIM
nepepoXaAeHNeM 3HAOKAPAQ 1 CYO3HAOKAPANOALHBIX CAOEB MMO-
KapAQ. DM paACNPOCTPAHEH B 9KBATOPUAABHBIX PANOHAX ADPUKMN
(Yranaa v Hurepust), Asmm n KOXKHOM AMEPUIKU, TAE OH SIBASIETCSI OAHOW
13 BEAYLLMX MPUYMH PA3BUTIS CEPAEYHOM HEAOCTATOYHOCTU. Cpean
STUOAOTUYECKMX GAKTOPOB MPEANOAAratoT OCOBGEHHOCTN MNTAHMS
MECTHOIO HOCEAEHMS! C MOBbILLEHHBIM COAEPKAHMEM CEPOTOHUHA
B MULLE N HEAOCTATKOM TPUMTOPAHA MPU HEAOCTATOYHOM YMoTpe-
BAeHUM BEAKQ, A TAKKE XUMUYECKNX DAEMEHTOB TOPUS U LIepus B
MOYBE B COYETAHUN C AEDULINTOM COAEN MArHMS [11].
MpuyrHamm sTopuyHon PKMI Takoke MOXeT BbiTb OMUAOUAQOS,
reMoxpoMaTo3, 60Ae3Hb PabpK, CAPKOMAO3, CKAEPOAEPMUS, KAP-
LIMHOUAHOS BOAE3HBb CEPALA, METACTA3bI B CEPALLE, UBAYHEHME U AD.
Hanboaee 4aCTO M3 HUX BCTPEUAETCS OMUAOUADS.
AMNAOUAO3 — 3TO CUCTEMHOE 3060AEBAHME, MPU KOTOPOM B PA3-
AMYHBIX OPFaHAX M TKAHSIX OTKAOABIBAETCS GUBPUAASIOHBIN BEAOK
AMUAOUA, MPVBOASILLIAM K HOPYLLEHNIO QYHKLMM MOPAXKEHHOTO Opro-
HQ. BEIAEASIKOT HECKOABKO OCHOBHBIX TUMOB AMUAOUAO3Q:
e NepPBUYHBbIN (AL-TVM, AMMAOUAO3 AETKMX Lienen UMMYHOTAOBY-
AVIHQ);

o ceMelHbIn (AF-TMN nAM ATTR) CBSI3AH C MYTALIMSIMM FEHA TPAHC-
TUPETUHQ;

* BTOPUYHBbIN (AA-TUM), PA3BNBAETCS HO GOHE XPOHUYECKMX
MHPEKLMOHHBIX, THOMHBIX AN OMYXOAEBbIX 3000AEBAHNN;

e CEHUAbHbIM (CTAPYECKNM, AS-TMM) BISIBASIETCS Y AULL, MOXNAOTO
1 CTAPYECKOro BO3pACTA.

MepBnYHbIN (MUEAOMA-CBSI3AHHbIN, AETKUX LLIENEN UMMYHOTAODY-
AVHQ, AL-TWM) — AMUAOMAO3, NPV KOTOPOM BCAEACTBUE N3MEHEHMSI
OYHKLMM MACBMOTUHECKMX KAETOK HEN3BECTHOTO reHE3A B PA3AMYHBIX
OPraHaX BbINOAQET AMUAOUA, MPEACTOBAEHHbI GPArMEHTAMM AETKNX
Lenem MMMyHOTAOBYAMHA. AL-OMUAOMAO3 MOXKET PA3BMBATLCS MPW
MHOX€ECTBEHHON MMEAOMHOWM 60oAe3HM B 10-15% cAyuaes. pu
AL-OMUAOMAO3E HALLE BCErO MOPOKAETCS CEPALLE M MOYKN. AMUAOUA,
0BObIYHO OTKACABIBAETCSI MEXXAY MbILLEYHBIMY BOAOKHOMN MUOKOPAC
1 MEPUBACKYASIDHO, PEXE PACMOAAraeTCs B CTEHKOX COCYAOB, YTO
MPVBOAUT K ATPOOUN MUOPUBPUAA. CPEAHSIST MPOAONKUTEABHOCTD
SKN3HW MALMEHTOB C NMOPONKEHNEM CEPALIA COCTOBASIET 1 rOA OT HOYAO-
AQ nposiBAeHMs1 CH [12, 13]. MNopakeHne cepALa BCTpevaeTcsl npu
BCex GOPMOAX AMMAOMAO3A. Ha CekumMm MMOKAPA NALMEHTOB C OMU-
AOVAO30M CEPALLC O4YEHb MAOTHBIV HO OLLLYTb M MAOXO PACTIMMBAETCS,
MOAOCTM KEAYAOUKOB YOLLE HE PACLUMPEHbI A PACLUMPEHbI HE3HAO-
YUTEABHO, MPU BBIPAXKEHHOW AMUAOUAHON MHPUABTPALIM MUOKAPAC
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CTEHKWN CEepPALIa YTOALLEHBI. AMUAOMAO3 HEPEAKO MOPOXKAET Nepu-
KOAPA, KAQMAHbI M KOPOHAPHbLIE APTEPUM, BCTPEUYAETCS TAKXKE BOBAE-
YeHue NANUAASIPHBIX MbILLLL 1 SHAOKAPAQ Npeacepani [14].

[eMoxpoMQaTO3 MPOSIBASIETCS] CUCTEMHBIM MATOAOTUHECKMM OTAO-
KEHNEM XeAe3d (FrEMOCUAEPUHA) BO MHOTVX OPTAHAX M TKAHSIX
(KOXQ, cepALe, NeYEHb, MOAKEAYAOHHAS KEAE3A, MOAOBbIE XXEAESD,
KOCTHbIA MO3r). BblAEASIOT NEPBUYHBIN CEMENHBIN TEMOXPOMATO3,
CBSI30HHbIN C reHEeTUYECKN AETEPMUHNPOBAHHBIM AeDEKTOM METa-
B6OAU3MA KEAE3A C YCUAEHVEM PE3OPOLIMM XKEAE3A B KEAYAOHHO-
KuweyHoM Tpakte OKKT). A TaKKe BTOPUYHBIN, KOTOPbIN PO3BMBAETCS
NPV HOPYLLEHNN 3PUTPOMN033A, M3BLITOYHOM MOTPEBAEHNN KeAe3d
WMAW €ro NapeHTeEPAAbHOM BBEAEHUM (HACTbIE TEMOTPAHCHY3NN,
AANITEABHOE BBEAEHME MPENAPATOB XeAe3d). AAS rTeMOCUAEPO03a
XOPAKTEPHA TPMAAC CUMMTOMOB — MUTMEHTALLMS KOXKM, LMPPO3 Nneve-
HW 1N COXAPHBIN ANABET, KOTOPbLIN TSIHKEAO MOAACETCS AEYEHMIO.

CapKova 03— XPOHNYECKOE CUCTEMHOE NPAHYAEMATO3HOE 3060-
AEBAHME HESICHOW 3TUOAOTUM, KOTOPOE XAPAKTEPUIYETCI OCOObLIM
BMAOM BOCMAAEHMS] C MOPOKEHNEM BHYTPEHHX OPTOHOB BCAEACTBUE
HAKOMAEHWS B HVX OKTUBUPOBAHHBIX T-AMMGOLMTOB 1 MAKPOGDAroB 1
0Bpa30BaAHMEM CneundPrnIecKnx aNMTEAMONAHBIX IPAHYAEM. Npu
STOM MOPOYKAOTCS AUMBATUHECKME Y3AbI CPEAOCTEHMS], KOXKA, IAA3Q,
neyeHb, CEPALLE 1 APYTE OPraHbI.

bonesHb Qabpu — peaKkoe X-CLEeNAEHHOE MyABTUCUCTEMHOE U
MYABTUOPTAHHOE 3060AEBAHME, KOTOPOE CBI3ZAHO C HEAOCTATOYHOW
QAKTUBHOCTbLIO PEePMEHTA AAbDA-TAAAKTO3NAA3LI A (a-Gal A) n npo-
rPECCUPYIOLLMM AN3OCOMOABHBIM OTAOXKEHMEM ITAOBOTPNAO3NALLE-
pammnaa (GL-3) B KAETKAX MO BCEMY TEAY. [eH, KoampyoLwmm a-Gal A,
AOKQAAM3YETCSl B Xg22-06AACTUN X-XPOMOCOMbI, C YEM CBSI3AHA
BGOAbLLAST YHOCTOTA 3ABOAEBAHUSI Y MYXKHYUH, KOTOPLIE SIBASIKOTCS]
FTOMO3UIOTHLIMWA HOCUTEASIMW MYTOHTHOTO reHad. Kaaccuyeckas
dopMa, BCTPEUAOWANCS Y MY>XHUH C GEPMEHTATUBHON AKTUBHO-
CTbtO MeHee 1% a-Gal A, 06bIYHO UMEET CBOE HAYAAO B AETCTBE UAU
NOAPOCTKOBOM BO3PACTE C NEPUOANYECKNMU KPU3AMN CUABHOW
BOAM B KOHEYHOCTSX (AKPONAPECTE3MS), MOSIBAEHUEM COCYANCTbIX
KOXXHbIX M3MEHEHNN (OHTMOKEPATOMbI), MOTOBLIX AHOMOAMIA (QHMU-
APO3, TUMOTNAPO3, PEAKO — IMNEPTUAPO3), XAPAKTEPHbI MTOMYTHEHWE
POroBULLbI B BUAE «3CBUTKA» UAM «CUTAPETHOTO AbIMO», MOMYTHEHME
XPYCTAAUKA B BUAE «KATAPAKTb PabGpu» U NpPOTEnHYpPUS.
[TocTeneHHoe yxyalleHne GyHKUMM NOYEK A0 KOHEYHOM CTAAUM
XPOHMYecKkon 6onesHn novek (XBIM) 0BbIYHO HOBAKOAQETCS Y MYyXK-
YYH HA TPETLEM-TISITOM AECSITUAETUM XXM3HU. B cCpeaHem Bo3pacTe y
OOABLUMHCTBA MY>KUMH, YCMELLHO AeYeHHbIX OT XBl1, pa3srBatoTCS
cepaedHble N/UAKM CepAEYHO-COCYAUCTbIE 3A60AEBAHMS (B TOM
YNCAE HEOOBSICHUMbBIE MHCYAbBTBI), KOTOPbLIE SBASIKOTCSI OAHOM U3
OCHOBHBbIX MPUYNH 3060AEBAEMOCTU M CMEPTHOCTU. Y reTepos3unroT-
HbIX XXEHLLUWH OBbIMHO BOAEE MSITKME CUMMTOMbI B 6OAEE MO3AHEM
BO3PACTE, YEM Y MYXKUMH. PEAKO OHU MOryT OblTb OTHOCUTEABHO
6€CCUMMNTOMHBIMN HO MPOTSDKEHUN BCEW YKMU3HU UAN MOTYT UMETb
TAKME K& Cepbe3Hble CUMMTOMbI, KAK Y MY>XYMH C KAOCCUYECKM
deHoTMNOM. boaesHb PABPK MOXKET MPOSIBAITECS U3OAUPOBAHHBLIM
MOPCYKEHNEM CEPALIA C MPOrPECCUPYIOLLEN KOHLIEHTPUYECKOM
rmnepTpodren MMOKAPAQ AEBOTO XEAYAOUKA U PA3BUTUEM ANO-
CTOANYECKON ANCOYHKUMN. HepeAKOo rmnepTpodust MOXKET HOCUTb
ACUMMETPUYHBIV XAPAKTEP, YTO 3ATPYAHSIET NPOBEAEHNE Andde-
PEHUMAABHOW AMArHOCTUKM ¢ TKMI [14-16].
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PKMTIT MO)eT nopaxkaTb 06a KEAYAOUKA, XOTs OObIYHO NpeBa-
AVIPYIOT MPU3HAKKM 3ACTOS KPOBKM MO BOALLLOMY KPYTy KPOBOOGPA-
weHus [17]. 3anOAHEHNE AEBOTO XXEAYAOYKA B AMACTOAY MPOMUC-
XOAMNT B OCHOBHOM B $pA3€ MEAAEHHOTO HAMOAHEHMS, AOASI KOTOPOW
COCTaBASIET OKOAO 50-60%. AoAn a3 BbICTPOro HANOAHEHUS U
CUCTOAbI Npeacepann paBHstoTcs 25-30% 1 15-20% COOTBETCTBEH-
HO. HapylweHns AMACTOAMYECKON PYHKUMN HABAIOACIOTCS MPn
PA3ANYHBIX TUMAX MOPAXKEHUST MMOKAPAQ. Hanboaee BbIpAKEHDI
OHM MPW TIMNEPTPOOUM MUOKAPAQ PA3AUYHOTO reHe3a 1 pecTpuK-
TMBHBIX MOPOKEHMUSIX CEPAEUYHOM MbILLLbI. AASI MTOCAEAHNX XAPAK-
TEPHO MOBbILEHNE XECTKOCTU UAU CHUKEHNE MOACQTAMBOCTMU
(compliance) CTEHKN XEAYAOUKOB, BO3HUKAIOLLEE BCAEACTBME
OrBPO3A SHAOKAPAC MAU MUOKAPAQ PA3AUYHOW STUOAOTN (SHAO-
MUOKOAPANAABHBIM GUOPO3, CUCTEMHASI CKASPOAEPMUS) U UHOUAB-
TPATUBHbIX 3060AEBAHUMN (AMUAOMAO3, HOCAEACTBEHHbIV FEMOXPO-
MQTO3, OMNyxoAn) [18].

YBEAUYEHNE PUTMAHOCTN CTEHOK XXEAYAOHKOB FreMOAMHAMMYECKMN
COMPOBOXACETCSI CUHAPOMOM PECTPUKLNN, PESKUM YBEANHEHNEM
ANACTOAMHECKOTO ACBAEHNS B SKEAYAOHKAX, YTO 3HAYUTEABHO 30TRYA-
HSIET X HOMOAHEHME. AAS MOAAEPKAHNS AAEKBATHOTO YAQPHOIO
06beMA KPOBM HEOBXOAMMO 3HAYUTEABHOE YBEANYEHNE ACBAEHMSI
HAMOAHEHMS Y KOHEYHO-ANACTOANYECKOTO ACBAEHMSI B KEAYAOHKAX.
2TO NPUBOAMT K MOBbLILLEHWIO HAMPY3KN HO MPEACEPRANS, UX CUCTOAN-
YeCKoW Neperpyske 1 NOBbLILLEHMIO BHYTPUMPEACEPAHOMO ACBAEHMS.
PeTporpaAHO NOBLILLIAETCS AOBAEHWE B BEHO3HOM OTAEAE MOAOTO
Kpyra kposoobpatleHus (MKK), a 3arem (XOTs 1 B MEHbLLEN CTEMNEHW)
— B apTepuanbHOM otaene MKK. AeroyHas rmnepTeHanst MoXXeT
AocTuraTb 45-50 MM PT.CT., OAHAKO BbIPAYKEHHAST MPEKAMUAASIPDHAS
AETOYHQOS TNepTEH3NS HE XapaKkTepHA AAst PKMIT [11]. B To e Bpems
B BOABLLLOM KpYyre KpOBOOBPALLEHMS BBISIBASIETCS APTEPUAALHAS
CUCTOAMYECKAS TUMOTEH3MSI, OBYCAOBAEHHOST CUHAPOMOM MAAOTO
cepAeYHOro Bibpoca. CHMKEHME YAQPHOro 06beMa KPOBK CBSI3A-
HO C YMEHbLLEHMEM AMACTOANYECKOTO HAMOAHEHMST KEAYAOHKOB NP
COXPAHEHHOW COKPATUTEABHOM CMOCOBHOCTU MUOKAPAQ XEAYAOM-
KOB, O YEM CBUAETEABCTBYIOT HOPMAABHBIE BEAUYNHBI KOHEYHOTO
ANCACTOAMYECKOro 06beMA 1 COXPAHEHHAS GpaKLus BbIBpoCca
(6onee 50%). AedeKkT AMACTOAbI MPUBOANT K PA3BUTUIO TUMUMYHOM
ANACTOAMYECKOMN CEPAEYHON HEAOCTATOYHOCTU (PEACKCALWIOHHOM
HEeAOCTATOYHOCTM XKEAYAOUKOB 1 CUCTOAMYECKOM HEAOCTATOYHOCTM
npeacepanin). CUHAPOM MAAOTO CEPAEYHOIO BbIBPOCA 3HAYNTEAL-
HO yCyryoasietcs npu Gusnyeckom HarpyaKke, 4to NposiBASIETCS B
HECMNOCOBHOCTM CepALIA OAEKBATHO YBEANYMBATL MUHYTHBIM O6bEM
KPpOBOOOPALLEHNS [3].

KnuHuueckas kaptuHa

Y naumeHTtoB ¢ PKMIT 4acTo NpUCYTCTBYIOT BbIPOMKEHHBIE CUMMTO-
Mbl CH. HopyLLEeHMs B MyTsIX BEHO3HOTO MPUTOKA K OBONM XKEAYAOHKAM
COMPOBOXACETCS 3ACTOEM KPOBM B MOAOM KPYry 1 B GOAbLLEN CTe-
MEHM — B OOALLLIOM KPYTy KPOBOOGPALLEHMS. OBbIMHO OOABHbBIE XKAAY-
IOTCS1 HO Mporpeccupyolee HOPACTAHUE OAbILKA, CHUXEHME
TOAEPOAHTHOCTU K GUBNYECKOM HATPY3KE, YTOMASIEMOCTb M CAOBOCTb
NPV MAAENLLEN HATPY3KE, MHOTAQ — MOAPOKCU3MOAbHYIO HOYHYIO
OABILLKY. YCTOAOCTb 1 CAQBOCTb SIBASIEOTCSI PE3YALTATOM CHIKEHMS]
CEPAEYHOrO BbIBPOCA, YCYryOASIIOLLErOCs BO BPEMS YBEANYEHNS
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4YACTOTbI CepAeYHbIX cokpaLlleHun (HCC) npu Harpy3ke. MNaumeHTs
MOTYT UMETb ACLMT, BIDOYKEHHbIE MEepudepmnyecKkmne OTEKN, yBeAnYe-
HWMe NeyveHu.

MaumeHToB MOXeT 6eCNOKOUNTL CTEHOKAPAMS], KOTOPASI OTMEYa-
€T1Cs1, NPEeXAE BCETO, NPU AMUAOVAO3E, BOBMOYKHO — 13-30 CACBAEHMS!
M3MEHEHHbBIM MYOKAPAOM MAABIX COCYAOB MAM MOPOYKEHNSI KOPOHAP-
HbIX apTepUn. MNauMeHTbl MOTyT >XOQAOBATLCSI HO cepAaLebneHme,
YACTO — N3-30 PUBPUAASILIMK Mpeacep At (D), UTO XAPAKTEPHO AASI
manonatnyeckom PKMI. BoAbHbIE NOABEPIKEHBI TOOMOO3IMOOAMNYE-
CKUM OCAOXKHEHNSIM B MKK 1 BKIK, MICTOUYHMKOM KOTOPbIX SBASIKOTCSI
TPOMOBbI B YXEAYAOHKAX (MPU SHAOMUOKAPAMAABHOM GUBPO3E, rmne-
P303MHOGUAMM) U MpeAcepAMsX (Mpn OT). Takke MOryT HOBAKOACTb-
C$S1 CUHKOMOAbHBIE COCTOSIHUSI, CBSIBOHHBIE C BPAANAPUTMUSMU
(AB-6A0KOABI, CUHAPOM CAQBOCTV CUHYCOBOTO Y3AQ).

HeobxoAMMO NPOBECTM TLLATEABHOE 0bLLIee PU3NHEeCKoe OOCAe-
AOBOHME AASI MOUCKO BHECEPAEYHbBIX MPOSIBAEHWUIA CUCTEMHOTO
3060AEBAHMSI, KOTOPOE MOXET BbI3BATH BTOPWUHYKO PKMIT (Hanpumep,
reMoxpomMaTos, AMUAOUAO3, COPKOUAO3 UAN CKAEPOAEPMUIO).
Aerkoe nosIBAEHME reMaToM, NeEPUoOPBUTAALHAS NypPNypPaA, MAKPO-
TAOCCUSI U APYTNE CUCTEMHBIE M3MEHEHWUS, TAKME KAK CUHAPOM
KAPMNAABHOTO KAHAAQ, MOTYT HOTAAKMBATH HO MbICAb 06 OMUAOKAO3E.
B OH30BbLIN UAM CEPLIN OTTEHOK KOXW MO3BOAUT 3AMNOAO3PUTb FEMO-
XpPOMATO3. 1PN CUCTEMHOM CKAEPOAEPMUN BYAYT HOBAIOAQTLCS
XOPAKTEPHbBIE UBMEHEHMSI KOXXM B BUAE YNIAOTHEHMS], MAOTHOTO OTEKJ,
MNEPMUMEHTALM, TAIOKE HOBAIOACETCS TYrOMOABMYKHOCTL CYCTABOB
C PA3BUTUEM KOHTRAKTYP U CUHAPOM PerHO. MNpw BbISIBAEHUN QHMNO-
KEPATOM B OKOAOMYMNOYHOM OBAACTN HEOBXOANMO UCKAIOYEHNE
6onesHn Pabpu.

[Mpy ocMOTPpE NAUMEHTOB HOBAKOACETCS AKPOLMOHO3, HaBYXa-
HWE LLEWNHBIX BEH, KOTOPLIE MOTYT HE CMAAOTH HO BAOXE. [TyAbC CAQ-
60ro HaNMOAHEHWS, YOCTO CHMKEHNE CUCTOAUYECKOTO APTEPUAAL-
Horo AasAeHUs (CAA). Y 6OAbHbBIX OMUAOUAO3OM MOXKET HODAIOAOTb-
CS1 OPTOCTATUYECKAST APTEPUAABHAS TMMOTEH3MSI, CBIZAHHAS KOK C
CUHAPOMOM MAAOTO BbIOPOCA, TAK U C CUCTEMHBIM MOPOXKEHNEM
COCYAOB, BO3MOXHO — AMUAOUAHBIM MOPOXKEHNEM HOAMOUYEYHNKOB
[3]. Mpw ayckyabTaumm cepala | 1 Il TOHbI AMGO HE N3MEHEHbI, AUGO
MOXKET BbITb AKLEHT Il TOHO HO AeroYHOM apTEpPU. MOXKET BbICAYLLM-
BATLCS PUTM TREXYAEHHOTO MPOTOANACTOANYECKOTO FAIAOMA, OAHOKO
OH pPeAKO BbIBAET MPK AMUAOUAOC3E. TAKXKE MOTYT BBICAYLUMBATHCS]
LLYMbl MUTPOABHOW M1 TPUKYCTIUMAOABHOM HEAOCTATOYHOCTM, OAHOKO
OHU CAQBO BbIPOXKEHDBI, MOCKOABKY MOPOXEHUS KAQMNOHOB HOCSIT
BTOPMYHbIN XAPAKTEP U FEMOANHAMUYECKN HE3HAYNMBI.

AuarHoctuka

NAa6oparopHbie NICCAEAOBAHUS

[MOAHBIN KAIHUYEC K QHAAWM3 KPOBM MOMOTaeT YCTAOHOBUTb CTOM-
KYHO TNep303MHODUAMIO. KOHLIEHTPALWMS KEAE3A U YPOBEHL deppu-
TMHO B CbIBOPOTKE KPOBW MOBLILLAKOTCS MPW reMoxpomaTose. lNpu
OMUAOMAO3E MOYXKET OTMEYATLCS YBEAUYEHME CKOPOCTN OCEAQHMSI
sputpoumtos (CO3I), AUCAPOTEMHEMUS B BUAE TMMOAALEYMUHEMNN
1 MOBBILLEHWS a,- N y-TAOBYANHOBBIX PAKLMA. B KAMHNYECKOM AHAAK-
3€ MOUM BbISIBASIETCS BLIDADKEHHAST MPOTEUHYPUS. TAKKE AOAKHA
NPOBOANTLCS OLEHKA YPOBHS! ChIBOPOTOYHOIO HATPUINYPETUHECKOTO
nentmaa (BNP). AQHHbIE CBUAETEABCTBYIOT O TOM, YTO YpoBEeHb BNP B
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CbIBOPOTKE MOYTN HOPMOABHBIN Y MNALMEHTOB C KOHCTPUKTUBHBIM
NepUKApPANTOM U 3HOYUTEABHO MOBLILLIEH Y NAUMEHTOB ¢ PKMIT,
HEeCMOTPST HA MOYTU MAEHTUYHBIE KAHUYECKME U TEMOANHOMUYECKME
nposisAeHus [19]. Mpur NoA03peHUM Ha 6oAe3Hb PaBPU HEOBXOANMO
NPOBEAEHNE UCCAEAOBAHUST KPOBW HA AKTMBHOCTb GepMeHTa
a-TOAQKTO3MAO3bI A.

AnekTpokapamnorpapus (IKT)

MN3ameHeHns Ha SKIT MoryT BOpPbUPOBATL B 3ABUCUMOCTM OT BUAQ
PKMI1, HO 4aQCTO HOCSIT CXOXMN XapakTep. AAs nepsuyHon PKMI
XAPAKTEPHA TAOXMKAPAMS, HOCTO MOXKET HOBAIOAQTECST MAPOKCU3-
MQABHQOST AV IOCTOSIHHAST PUOPUAASILIVS DEACEPANN. DKEAYAOUKOBbLIE
KOMMAEKChI HOCTO HU3KOBOABLTHBIE, A MPEACEP AN HOOOOPOT — r1nep-
TPODUPOBAHDI U MEPErpYeHbl. HOBAIOAQKOTCS PA3AUYHBIE HOPYLLE-
HUIS1 BHYTPVKEAYAOHYKOBOW MPOBOAVNMOCTY B BUAE HEMOAHOM U MOAHOWN
BAOKAAbI HOXEK MyyKa [Mca. YacTo HOBAKOAQKOTCS Hecneundunye-
CKME M3MEHEHWSI KOHEYHOWM YOCTM XKEAYAOHKOBOTO KOMMAEKCA B BUAE
Aenpeccum cermeHta ST n nHeepcim 3youa T. AASt OMUAOKAO3A TAKXKE
XAPOKTEPHA HN3KOBOALTHAST KT, 4TO NPEACTABASIET HECOOTBETCTBME
C BbIPOYKEHHOW rMNepTpodren CTEHOK Mo AQHHBLIM DXOKT, KoTopas
XAPAKTEPHA AAST MHPUABTPALMM MUOKAPAC AMUAOUAOM (puUC. 1).
MoryT onpeAeAsTbCs NCEBAONHOAPKTHbIE M3MEHEHMSI B BUAE MATO-
AOTNYECKOTO 3yOLIa Q. Y 6OAbHBIX AMUAOUAO3OM MOXKET BbISIBASITLCS]
CUHAPOM CAQBOCTN CUHYCOBOTO Y3AQ, AB-BAOKOAbI, CBSI3AHHbBIE C
OTAOXKEHMEM OMUAOUAQ B CUHYCOBOM AB-y3Ae, GUBPUAASLIMS MPEA-
CepANI, YOCTLIE XKEAYAOUKOBLIE HAPYLLEHWST PUTMA, YTO MOBbLILLAET
PUCK PO3BUTUSI BHE3AMHOW CEPAEHYHOM CMEPTU.

PeHTreHorpagus opraHoB rpyAHON KAETKN

Paamepsbl )XeAyAOUYKOB, KAK MPABUAO, HE YBEAUYEHBI, OAHAKO
OTMEYaETCS yBEANYEHME NpeACepAniA. TTon aMUAOMAO3E MOXKET
HOBAIOAQTLCST HEOOABLLOE YBEAUYEHNE CEPAEYHOW TEHM 3Q CYeT
HAANYMS KMAKOCTY B Nepurkapae. OAHAKO NPU3HAKOB KOAbLIMHALIAM
NepUKapAQ He HOBAIDACETCS (KAK NP KOHCTPUKTMBHOM NEPUKAp-
AMTE). AEroYHbIN PUCYHOK MOXKET OblTb YCUAEH 3Q CHET BEHO3HOTO
3acTost. MNpn aHpoKapamTe AeddAepA B AETKMX MOTYT HOBAIOAQTLCS
303NHODUABHBIE MHOUABTPATHIL. PU CAPKOMAO3E ONPEAEAIETCS
MEAKOOUAroBOE ANCCEMMUHUPOBAHHOE MOPANKEHNE AETKMX, ABYCTO-
POHHEE CUMMETPUYHOE YBEAUYEHME BHYTRUMDYAHBIX AMMGOY3AOB.
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Puc. 1. 3KT geyx 60nbHbIX ¢ BEpUDULMPOBAHHBIM AMUIOMAO30M

Ne7 (213) /2017

Sxokapamnorpapus

ABYyXMepHast axokapamorpadus (SxoKl) NokasbiBOET HEAUAOTU-
POBAHHBIN, HOPMAABHO COKPALLAIOLLIMINCS], HETMNEPTPOPUPOBAHHbIN
AEBbIV XXEAYAOUEK U BBIDOYKEHHYIO AUACTALMIO OBENX MPEACEPAUMN
(puc. 2).

TeM He MeHee, AMUAOUAO03 U BOAE3HM HOKOMAEHWS TAMKOTeHa
OObIYHO MNPOSIBASIKOTCS AUDDY3HBIM YTOALLEHMEM CTEHOK A€BOrO
MKEAYACHKA. AAST AMUAOMAO3A XAPAKTEPHO HOAMYME TPAHYAE3HOTO,
YTOALLEHHOTO, MHPUABTPUPOBAHHOTO U TMNePTPOGUPOBAHHOTO MM1O-
KAPAQ OBOUX XKEAYAOHKOB PA3AMYHOM SXOTEHHOCTW, FreHEepPaAN3O0-
BAHHOE YTOALLEHWNE CTBOPOK KACNAHOB 6€3 30METHOTO OrPAHNYEHNS]
VX MOABUMXKHOCTU, HOAMYME XXMAKOCTU B MOAOCTU MEPUKAPAQ (pUc. 3,
4) [20]. CuctoAn4eckast yHKLS, KAK MPABUAO, HE HOPYLLIEHA, OAHO-
KO MPW NPOrpPecCcupPoOBAHUM 3ABOAEBAHMST MOXKET HOBAIOAOQTBLCS
CHWKEHME COKPATUMOCTN MUOKAPAQ.

Pasmep MoAOCTU KEAYAOUKOB MOXKET BblTb HOPMOABHBLIM VAN
yMeEHbLUEHHBIM. [Mpn GMBPONAACTUHECKOM SHAOKAPAMTE, A TAIOKE
PV SHAOMUOKAPANOABHOM GUOBPO3Ee XAPAKTEPHO OBHAPYXKEHNE
BbICOKO3XOrE€HHOIO 3HAOKAPAC C HEOAHOPOAHBIMIN BKAKOYEHUSIMU,
HOANYME BHYTPUMOAOCTHbIX TOOMOOB, HOCTO GUKCUPOBAHHbBIX B OOAC-
CTW BEPXYLLKM, N MOXET HOBAIOAOTHCSI OBAUTEPALMSI TOAOCTU (PUC.
5). Taioke MOXEeT HABAKAATLCST MUTPAABHAOST U TPUKYCMIMAOABHAS
peryprtaums.

AOMNNAEpPOBCKASI 9XOKAPAMOTrPAdUS MOKA3bIBAET OCOOEHHOCTM
OrPAHMYEHMST ANACTOAMYECKOTO HAMOAHEHMSI. HO PAHHNX CTAAMSIX
3060AEBAHMS MPONCXOAUT CHMDKEHME AMMNANTYAbI E-BOAHbI, YBEAU-
yeHne A-BOAHbI, yMEHbLUIEHWE E/A COOTHOLLEHUS!, YBEANYEHUE BPE-
MEHM 3AMEAAEHMST MOTOKA B PAHHIOIO AMACTOAY (DT) 1 BpemeHun
M30BOAIOMUNYECKOIO PACCAQBAEHUST AEBOTO eAyaoUuka (IVRT) -
rMNePTPOGUYECKNN TUM HOPYLLEHNS AMACTOABL. B AQAEKO 3aLLeALLINX
CTAAMSIX MPOOUCXOAMT MCEBAOHOPMOAM3ALMS BCEX POHEE U3MEHEH-
HbIX MAPAMETPOB — YBEAMYMBAETCSI AMMNAUTYAC BOAHbI E, cokpala-
etcsa DT (meHee 150 Mc) 1 IVRT, CHMKAETCS NpeACEPAHOE HAMOAHE-
Hre (MUK A), 4TO MPUBOANT K BBICOKOMY COOTHOLLEHUIO E/A — Bonee
2.0 (PeCTPUKTMBHBIN TUM HOPYLLEHKS AMACTOABI) (puc. 6) [20].

B AMOrHOCTMKE OMMAOMAO3C CEPALIA MOMOTraET TAKXKE CMEKA-
TPEKUHT axoKapAnorpadust. MNpu cepaAeYHOM AMUAOUAO3E TUMUYHA
3XOKAPAMOrPADNYECKAST KOPTUHA AHOMOABHOW TAOBOABHOWM NPO-
AOAbHON AedOopPMALM C SIBHO AHOMOABHOM 6A3AABHOW QYHKUMEN U
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COXPAHEHHOM AMMKAABHOM GYHKUMEN. DTA KAPTUHA MOXET ObiTb
KAIOYOM K AMArHOCTUKE, KOTAQ APYrne axokapamorpaduyeckme
AQHHbIE HE3HAYNTEABHBIE MAM OTCYTCTBYIOT (pUc. 7) [12].

MarHuTHO-pe3oHaHcHas Tomorpagus (MPT)

B CAyUQisIX, KOTAQ DXOKAPAMOrPAPUUECKOE NCCAEAOBAHNE HEAO-
CTATOYHO MHGOPMATUBHO, MPUMEHsIETCSI MPT cepALIA C TOAOAVHNEM.
MPT MCNOAb3yeTCs AAS1 OLLEHKM PACAPOCTPAHEHHOCTU MHTEPCTULIM-
QAABHOTO GMBPO3Aa, AHOMOABHOW CTRYKTYPbI TKAHU MUOKAPAC Npu
MHOUABTPATUBHBIX 300OAEBAHMSIX.

Taioke MPT nomoraeTt yBuaeTb YNAOTHEHME NEPUKAPAQ Npu
KOHCTPUKTMBHOM NEPUKAPANTE AAST ANPDEPEHLMAABHOM ANATHO-
CTUKN AQHHOTO 3a60AeBaHKMSI ¢ PKMI. Metoa MPT yacTto npeao-
CTOBASIET AOMOAHUTEABHYIO AMATHOCTUYECKYO MHPOPMALIMIO B
BbISIBAEHUN SHAOMUOKAPAMAABHOTO GUBP03A U IHAOKAPAUTA
Neddrepa, MOCKOAbKY MOMOraet OOHAPYXNTb CYO3HAOKAPANOAL-
HbI GUBPO3 N UMEET BOAbLLYIO YYBCTBUTEABHOCTb MPU OBHAPYXKE-
HUM TPOMOOB B KEAYAOUYKAX. MPT o4yeHb MHOOPMATUBHO AAS YCTO-
HOBAEHMSI HOAMYMSI U ONPEAEAEHUS TSHKECTU UHOUABTPALLMM OMNAO-
naom. CepAaeyHblil AMUAOMAO3 ACCOLMUPOBAH C KOPOTKUM
CYHB3HAOKAPANAABHBIMY BPpeMEHEM T1 1 OTAUYUTEABHOW KAPTUHOM
AN OY3HOrOo, NPEVMYLLLECTBEHHO CYB3HAOKAPANOABHOTO N CPEA-
HEe-MMOKAPANCABHOTO 3AMEAAEHHOTO MO3AHETO YCUAEHWS TOAOAN-
Hus. PaamoTtpencep PMTc-nnpodocdaTt AOKAAUIYET AeNO3uThl TTR-
AMUAOMAQ B CeEpALLE M MOMOraeTt pasamnyatb dopmbl AL 1 TTR-
AMUAOUAO3A cepaLla. MPT MMeeT BbICOKYIO TOYHOCTb AMATHOCTUKM
neperpyski MUMOKApPAQ KeAe3oM. OTAOXKEHME XKeAEe3d B MMOKAPAE
NPUBOAMUT K CHMXXEHUIO BPEMEHU T2 C yMEeHbLIEHMEM CUTHAAOB
MNOKAPAQ HA T2-B3BELLUEHHbIX M30OpaXKeEHMaX. Bpems T2 <20 mc
CBSI30HO CO CHUMXXEHHOW PYHKLIMEN AEBOTO XEAYAOUKA. MPT Kak

Puc. 2. lanHbie DxoKT npu
PECTPUKTMBHOM KAPAUOMMONATHM

Puc. 3. Janubie DxoKl
npu amunomnpose

Puc. 4. ﬂaHHblé AxoKlr
npu capkongose
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METOA ANATHOCTUKM BOBAEYEHNSI CEPALLA B MATOAOTMYECKUIN NPO-
LLecc npwu remocmaepose 6oree MHGOPMATMBEH, YEM OnpeAene-
HMEe GEepPpPUTMHA B ChIBOPOTKE KPOBW. [21].

buoncus

Broncus MmokapaQ, MOAYHEHHAS M3 MPOBOTO UAM AEBOTO YKEAY-
AOYKA, MHPOPMOTUBHA B HEKOTOPBIX CAYYASIX MPU ONMPEAEAEHUN
HAANYMS SHAOKAP ANTABHOTO AU MUOKOPANCABHOTO 3060AEBAHMSI.
PacTyLwimin onbIT B MPOBEAEHNM STOM METOANKM MO3BOASIET ANATHO-
CTUPOBATb 3ABOAEBAHUS C PECTPUKTMBHON TEMOANHOMUKON,
KOTAQ HEVHBA3MBHBIE NCCAEAOBAHMSI HE CMOTAM YCTAHOBUTb YETKUNIN
ANQArHO3,

AMNAOUNAD3 AEMOHCTPUPYET SIOAOYHO-3EAEHOE AYYENPEAOMAE-
HMe, KOTOPOE MPU OKPALLMBAHWN KOHIO KPACHBIM MPOCMATPMBAETCS
NMoA NMOASIPN3ALMOHHBIM MUKPOCKOMOM. MpsIMAasi 9HAOMUOKAP AMOAL-
HAs1 BMONCKS MOXKET AOCTUTrATh MOYTK 100% YyBCTBUTEABHOCTU, ECAN
BO BpEMS MPOoLeAYPbl BUONCUM MOAYHOKOTCS MUHUMYM 4 06pa3LLa.
VIMMYHOTMCTOXMMMYECKOE OKPALLMBAHME C MCTIOAB3OBAHMEM Crieum-
dUYECKNX QHTUTEA MOXKET PASANYATL TUMbI AMUAONAO3A.

OAHOKO MACC-CNEKTPOMETPUSI MPEBOCXOAMT UMMYHOTUCTOXM-
MU0 MPU UAEHTUOUKALWN AMUAOUAHOTO TUMA C YYBCTBUTEABHOCTLIO
1 cneundryHoOCTbio 6oree 98%. TOHKOUIOAbHAS ACMNPALIMS BPIOLLI-
HOrO XUPA Aerye n 6e30nacHee, 4eM BUOMNCUS MUOKAPAO AAS
onpeAeAeHnst aMnaona03a (puc. 8). NMoAaTBEPXKAEHNE AMATHO3A
AL aMmnaomnao3a TpebyeTt MomcKka ANCIAA3UN MAA3IMATUYECKMX
KAETOK.

AN BbISIBAEHWS1 COPKOMAO3A MPOBOAMTCSI BUOMNCUS MEYEHW, AUM-
POY3AOB, TPAXEOBPOHXNAABHAS BUOMCUST AETKUX M SHAOMUOKAPAN-
QAbHAS1 BUOMCUS C LIEABIO BbISIBAEHMSI CNEeUNPUIECKUX TPAHYAEM.

Broncums neyeHn NpoBoOAUTCSI AASI AUATHOCTUKM FEMOXPOMATO3A.

[ YT e
Puc. 5. JanHsie IxoKl
npu aHgoMuokapanansHom ¢pubpose

C Strain Rate Imaging

HRjndicy

Puc. 6. [annbie ponnnep DxoKI npu pectpuktusiom  Puc. 7. Cnekn-tpeknur DxoKI npu ammnomnpose
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AnppepeHynarbHass AMArHoCTUKA

PeCTpuKIMBHYIO KOPAMOMMOMNATUIO HEOBXOANMO ANDDEPEHLIM-
POBATH B MEPBYIO O4EPEAb C KOHCTPUKTMBHBIM Nepukapamtom (KI),
a TAKKE C APYIMMU KAOPANOMUOMATUSIMK, OCOBEHHO C rMnepTpodu-
YECKOW, YUUTLIBASI MOXOXKYHO SXOKAPANOrPAGUYECKYIO KOPTUHY NP
NHPUABTDATMBHBIX 3000AEBAHMISIX M BOAE3HSIX HOKOTMAEHMS 1 CXOXME
M3MEHEHMSI ANACTOANYECKOM QYHKLMN MUOKAPAQ.

Mpun npoBepAeHUN AnGOEPEHLUMAABHON AMATHOCTUKKM PKMIT ¢
KOHCTPUKTUBHBIM MEPUKAPANTOM CAEAYET YHUTLIBATL AHAMHES 3060-
AEBAHUS — BTO MOXKET BblTb MEPUKAPANT, CEPAEYHAS XMPYPIUs,
TPABMA, AydeBas Tepanusl, npy PKMIT MOXeT BbiTb YKA3AHME HA
CUCTEMHOE 3a60AEBAHME. BO BpeMst ocMOTpa Yy 60AbHBIX KIT oTmMe-
HOETCS «NAPOAOKCOAABHbBIA MYALC», NP AYCKYALTALMN CEPALIA BBICAY-
LUIMBAETCS PAHHW Il TOH «NEPUKAPANAABHBIN CTYK» (BBICOKOYACTOT-
HbI 3BYK), Y ©OAbHBLIX PKMIT — no3aHnn Il TOH, HU3KOYACTOTHBIN TPEX-
YAEHHBIN PUTM, MHOTAQ BbiCAyLIMBAETCS IV TOH. Mpun PKMIT moxeT
BbICAYLUMBATLCS] LLIYM MUTPOABHOW MAW TOUKYCMIMACGABHOM PEryprura-
umm, npm KM oH 06blI4HO OTCYTCTBYET. HO PEHTTEHOrpaMMe rpyAHOM
KAeTkn npu KIMT onpeaensieTcs KAAbUMHALMS nepukapAd B 20-30%
CAYHOEB, PA3MEPLI MPEACEPAUN N XKEAYAOUKOB HOPMOABHBIE, MNP
PKMIM - anAQTaums Npeacep AN 1 OObIMHO HOPMOABHBIE YXEAYAOHKN.
Bo Bpems DxoKC npu KIMT onpeAeAstoTCs HOPMOABHOIO pa3mMepa
NMPEACEPANS N KEAYAOUKN, YTOALLEHME NEpUKapAQ. MNpu aonnae-
POBCKOM MCCAEAOBOHMM TOAHCMUTPOABHOTO MOTOKA OMPEAEASIOTCS]
pecnmpaTtopHble nameHeHust npu KIM (CHMWKeHne MMKOBOrO TPOHC-
MUTPAABHOIO MOTOKA BO BPEMS BAOXQ), TAKXKE HOBAIOAOETCS BbIPOB-
HUBOHME ACQBAEHWSI HOMOAHEHWSI AEBOTO M MPABOTO YKEAYAOUKOB, MNP
PKMI oTMeyaeTcs ypeAnyeHmne AGBAEHUSI HAMOAHEHWS AEBOTO XKEAY-
Ao4Ka. Ha MPT cepaua npu KM onpeAensieTcst yTOALLEHME NepUKap-
AQ [21, 22]. B COPHBIX CAYHAsSIX MOOBOAMTCS BUOMNCUST MUOKAPAQ,
KOTOPOS! BLISIBASIET OTCYTCTBME CTPYKTYPHbIX M3MEHEHUIA MMOKAPAC
npwm KIN. Take BbIAO OnpeAeAeHO, HTO Y 60AbHbIX PKMIM yposeHs NT
pro BNP 3HQUNTEABHO MOBbLILLEH, B OTANYMM OT 6OAbHbIX KIT [23].

Mpwn npoBeaeHn aAnddepeHUNAABHON ANArHOCTVKK ¢ TKMIT B
noAb3y KMIT CBUMAETEALCTBYET OTCYTCTBME UAM CAQOQAS BbIDOXKEH-
HOCTb CUMMTOMOB MPCBOXEAYAOHYKOBOW HEAOCTATOYHOCTW (30
WNCKAIOYEHMEM KOHEYHOM CTOANN 3A060AEBAHMST), A TAKXKE YACTbIE
SKAAOBBI BOABHBIX HO CTEHOKAPAMIO U CUHKOMAABHBIE COCTOSIHMS. Ha
KT 1 DxoKTI y 60oAbHbIX TKMIT onpeaAeAseTcst BbIPOXKEHHAS rmnep-
TPOGUS AEBOTO XEeAYAOHKa [11]. B otAnume ot TKMIT y 6GOAbHbIX C
OMUAOMAO3OM CePALA ByAET HECOOTBETCTBME KAPTUHBI TMNEepPTPO-
O Ha DXOKT € HN3KOBOABTHBIMM XKEAYAOUYKOBBIMM KOMAAEKCAMU HO
2KT, TaKKe Npy AMUAOUAO3E TMNEPTPOGUST HALLE HOCUT CUMMETPUY-
HbI XOPAKTEP C YACTLIM BOBAEYEHWEM MPOBOTO KEAYACUKA, O NPU
KM rmneptpodus Yalle aCUMMETOUYHAS C NPEenMYLLECTBEHHBLIM
NOPOYKEHNEM MENOKEAYAOHKOBOM NMEPETOHKN U YOCTBIM GOPMUPO-
BAHMEM OOCTRYKLMM BEIHOCSILLETO TPOKTA AEBOTO KEAYAOHKA. TAKXKE,
KOK NPABUAO, Mpu TKMIT OTCYTCTBYIOT CUCTEMHBIE MPOSIBASHMS (MOPO-
SKEHME MOYEK, MEYEHU N AP.).

JleueHue n nporHos

AeyeHne 3060AEBAHUSI BO MHOTOM 3ABUCUT OT dopMbl PKMIT,
Hanpumep, KOPTUKOCTEPOMABI MPUMEHSTFOTCSI AAST ASHEHVISI COPKOMAO3O
M HO PAHHUX CTOAMSIX SHAOKOPAMTA AeddAepa, SHAOKAPASKTOMMSI— MoK
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SHAOMMOKAPANAABHOM GUBPO3E N HO MO3AHMX CTOAMSIX SHAOKAPAUTA
Neddrepa, AeBOTOMYISI I KOMIAEKCOOOPA3OBAHNE MPUMEHSIETCS ANS]
AEYEHVIS1 TEMOXPOMOTO30, XMMMOTEPAMMS AASI OIMUAOKAO3A.

Llenb Aevernst PKIMIM 30KAKOHOETCS1 B yMEHbLLIEH CUMITTOMOB 30 CHET
CHDKEHMSI MOBBILLEHHOTO ACBAEHWSI HOMOAHEHWSI 6€3 3HAYUTEABHOTO
CHWKEHMSI CEPAEYHOTO BbIBPOCA. B OCHOBHOM MPUMEHSIETCS Teparnis
AvacToanyeckon CH. BAOKATOPbI B-OAPEHOPELIEMOPOB U KOPANOCEAEK-
TVBHbIE GAOKATOPbI KOABLIMEBBIX KOHOAOB (HOMPYMED, BERANAMUA, ANATU-
azem) MOryT BbiTb 3DdEKTUBHBIM, YBEAUHMBAS BREMST 3ANOAHEHSI ASBOTO
SKEAYAOHKA, YAYHLLIAST PEACKCALIMIO XEAYAOUIKOB 1 YMEHBLLIOS KOMMEHCO-
TOPHYHO CUMMATUHECKYKO CTUMYASILMIO. TAKOKE MPUMEHSIIOTCSI HEBGOABLLINE
AO3bl MHMBUTOPOB AlND, TAK KOK CYLLIECTBYET PUCK TMNOTEH3MM. Kpome
TOrO, HU3KME AO3bI AVYPETUKOB CHKQKOT MPEAHAMY3KY Y MOTYT YAYULLIATL
COCTOsIHME NMALMEHTOB. C LIEABIO MPEAOTBPOLLEHMS TUMOTEH3MN CASAYET
HAQYHATL MPUEM AUYPETVKOB C MAAbBIX A03, MOTOMY HTO MNOLMEHTHI YHOCTO
YPE3BLIYANHO HyBCTBUTEABHBI K M3MEHEHWSIM OOBEMA AEBOTO YKEAYAOHKT
1 MOTYT OTPEAIMPOBATL CH/YKEHMEM CEPAEHHOIO BEIGOCA. MNaLMEHTb C
PUBPUAAILIMEN MPEACEPANN, O TAIOKE MPY HOAUYAM BHYTOUCEPAEYHBIX
TPOMOOB, AOAKHBI MOAYHATb AHTUKOQTYASHTBLL Y MALMEHTOB C GUOPUAAST
umen npeacepamn YHCC AONKHA KOHTPOAMPOBATLCST OAEKBATHO.
YMEHbLLEHME BKAOAC MPEACEPANN B KEAYAOHKOBOE HOMOAHEHME MOXKET
YXYALLINTb CYLLIECTBYIOLLLYIO AMOCTOANYECKYIO ANCOHYHKLMIO, O BbICTObIN
OTBET EAYAOHKOB MOXKET eLle BOAbLLIE OCAOXKHUTL AMACTOAUHECKOE
HOMOAHEHME. MNO3TOMyY BAMKHO MOAAEPXKMBATL CYHYCOBbIN PUTM C MPW-
MEHEHVIEM OMNOACIPOHA 1 BAOKOTOPOB B-OAREHOPELEMTOPOB.

AUNrOKCUH CAEAYET MCMOAB3OBATH C OCTOPOXHOCTLIO TOABKO MU
PUBPUAAILIM MPEACEPANN, MOCKOABKY OH MOTEHLIMAABHO APUTMO-
reHeH, OCOBEHHO Y MALMEHTOB C AMUAOUAO3OM (AUFOKCUVH BCTynaeT
BO B3AVIMOAENCTBME C AMUAOKAOM).

Y nauueHTtoB ¢ namonatnyeckon PKMI1 moxeT 6bitb drbpo3
CUHYCOBOTO W ATPUOBEHTPUKYASIPHOTO Y3AOB, YTO MPUBOAMT K MOAHOM
rnonepeYHon 6AOKAAE CepALIA N, CAEAOBATEABHO, TPEBYET NOCTO-
SIHHOWM KAPANOCTUMYASILIAM. TpM MOMbITKE KAPAVMOBEPCUM AASI AEHE-
HNG GUBPUAASILIUM MPEACEPANN, OCOBEHHO Y MALMEHTOB C AMUAOU-
AO30M, QHOMOAbHbI CUHYCOBBIN Y3EA MOXKET CTATb HESPDEKTUBHBIM
BOAMTEAEM PUTMA. [TAUMEHTbI C ANCOYHKUMEN CUHYCOBOIO Y3AQ U/
VAU MPOTPECCUPYIOLLMM HOPYLLEHNEM NMPOBOAMMOCTU TAKXKE HYX-
AQIOTCS1 B AE4EHUN C UMMNAQHTALMEN KAPAMOCTUMYASITOPA.

B TSKEAbIX CAYHASIX MOXKET ObITb PACCMOTPEHA TPAHCIAQHTOLMS
cepALQA Y NAUMEHTOB C TshkeAom pedpakTtepHon CH npu namnonatm-
4eCcKom nAn cemenHom PKMI, a Takke Npm AMMAONAO3E CepAaLia 6e3
BOBAEYEHWSI APYTUX OPraHOB (B COYETOHMM C MOCTONEPALMNOHHOMN
XVMUOTEPAMNNEN C LIEABIO MOACBAEHNSI OBPA30BAHKSI HOBOrO AMMUAO-
MAQ). My remocraepo3e MOXKET BbITb MPOBEAEHA TOAHCIAQHTALMS
CepALa BMECTE C NMeYveHbto.

MporHos PKMI, aAcxke npu npuMeHeHnn cneumdmnyeckom tTepa-
MM OTAEABHBIX POPM, KAK MPABUAO, SIBAIETCS HEOAQrONPUSITHBIM.

Aoaarkosa iHpopmauisa. ABTOPU 3QSIBASIKOTL MPO BIACYTHICTb
KOHQAIKTY iHTepecis.
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Summary

Restrictive cardiomyopathy
E.A. Butko, K.Yu. Kinoshenko
Kharkiv Medical Academy of Postgraduate Education

The article deals with the classification, etfiology, pathogenesis, clinic,
diagnosis and treatment of restrictive cardiomyopathy (RCMD) as a wide range
of diseases united by a single pathophysiological mechanism of restrictive
diastolic dysfunction due to widespread fibrosis or infiltration of ventricular walls
by various pathological substances.

Key words: restrictive cardiomyopathy (RCM), diastolic dysfunction,
amyloidosis, Leffler endocarditis, endomyocardial fibrosis, hemosiderosis,
Fabry’s disease
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