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NHpunbTpaTUBHBIE CEPAEYHO-COCYAUCTbIE 3a6oeBaHNs: KapAMOMMONaTUM, KOTOpble TPYAHO AuddepeHLMpPoBaTh

J. B. Seward'*, G. Casaclang-Verzosa’

' OTaeneHys cepaeyHo-CocyancTbix 3aboneBaHnin, BHyTPEHHEN MeAULMHBI 1 AeTCKOM Kapamonorm, Knuhrka Maio (Mayo), Podectep, MuHHecoTa

? Konnemx MeamumHsl 1 nabopatopwist 5xokapanorpadbmm, OTAeNeHne CepaesHO-CoCyanCTbIX 3abonesannit, Knunuka Mawo (Mayo), Posectep, MuHHecoTa

VHUNLTPATMBHbIE KAPAMOMUONATIM XapPaKTEPU3YIOTCS OTNIOXEHEM aHOMAJTbHbBIX BELLECTB, HTO MPUBOMANT K MPOrPeCCUPYIOLLIEN PUTMAHOCTY CTEHOK XeNy04Ka, NPensTCTBys
TEM CambIM €ro HanoHEHIO. HekoTopble MHPUNLTPaTVBHbIE 3a00NeBaHVIs CepALa NPUBOAST K YTOMLLEHMIO CTEHKM KEeNYA04Ka, a APy Ve Bb3bIBAIOT PacLMpeHUe KaMep C BTO-
PVYHBIM YMEHbLIEHVEM TOMLLMHbI CTEHKM. YBEIMYEHHAs TOMLLMHA CTEHKM, Masiblil 0OBEM XeNyJ04KOB 1 BO3HMKAIOLLAS HOMAA ANHAMUYECKas 0BCTPpyKLMS OTTOKa U3 IeBOTO
Xenyaoyka (Hanpumep, Npy aMUIoMa03e) MOTYT MPVUBOAMTH K BHELLHEMY CXOACTBY C COCTOSHUAMM C MICTVHHOW MNepTpodure MUOLMTOB (Hanpumep, rinepTpothryeckon kap-
[LIMOMMONATUEN, TUNEPTOHUHECKIM CepaLEeM). KpOMe TOro, HbMNbTpaT/BHbie 3360neBaHMs, KOTOPbIE MPOSIBNAIOTCS AUNATaLIen NIEBOMO Xey04Ka C TOTalbHbIM UMW IOKaTbHbIM
HapyLLUeHVieM COKPaTUMOCTU CTEHKM 1 0Opa30BaHVeM aHeBpr3M (Hanpumep, Capkomao3) MOryT MMUTVPOBATb MLLIEMUYECKYIO KapayoMuonaTvio. HU3KUI BonbTax KOMMek-
ca QRS cumTancs HenpeMeHHbIM YCIIOBUEM MHDUILTPATUBHBIX KapAYOMUONaTU (Hanpumep, aMmnonao3a cepaua). Tem He MeHee, HUA3KMI BOJbTax Komrnekca QRS He -
IRETCS OAHO3HAYHbIM MPU3HAKOM MH(UALTPATUBHBIX KaPAMOMMONATUN. KMHMYeCKUe NPOSBAEHUS, a Tak>ke yHKLMOHANbHBIE 1 MOphONoryeckme 0COGEHHOCTU YaCTo faloT
[I0CTaTOMHO UH(OPMaLMK Anst «paboyero» anarHo3a MHAUILTPATVBHBIX 3aboneBaHui cepaua. OAHaKOo B DOMbLUMHCTBE CYYaeB AN NOATBEPXKAEHUS WU YTOYHEHNS Auar-

HO3a 1 Ha3HAYEHUS COOTBETCTBYIOLLIEN Tepaniv HeODXOAMMbI MUCTONOTMYECKIE 1 CEPONOTMYecKIe NCCefoBaHNS.
KntoueBble c1oBa: MHAUNLTPATUBHbIE KAPLMOMUONATAM, KAPAVIOMMONATHM, aMUION03 CepALla, CapKomao3 cepaLia
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NHpUNbTpaTMBHbIE KapAMOMMONATUM XapakTepu-
3YI0TCS OTNOXEHWEM aHOMarnbHbIX BELLECTB, KOTOpble
BbI3bIBAIOT MPOrpeccrpyioLLyio PUTMAHOCT CTEHOK Xe-
nyno4Ka, NPensTCTBYIOLLYIO ero HarnoHeHNo. Npu Heko-
TOPbIX MHPUNBTPATVBHbBIX CEPLAEYHO-COCYAUCTbIX 3ab0-
NEBaHUAX NMPOUCXOAUT yBENNYEHNE TONMHbBI CTEHKM XXe-
nynodka (t1abn. 1), a npu opyrux Habnogaetcs paciun-
peHune KaMep cepaua C BTOPUYHbIM YMEHbLLIEHNEM TOS-
WWHbI CTEeHKM (Tabn. 2). KnuHu4yeckne CUMNTOMbI, a Tak-
e PYHKLMOHAMbHbIE 1 MOPQONTOrMHeckme NPOSBIEHNS
4aCTo AAtoT AOCTATOYHO MHAOPMaLMK, YTODbI YCTaHOBUTb
pabounii AnarHo3 MHPUNLTPATVBHbBIX 3ab0neBaHN cepll-
ua. TeM He meHee, B OOMbLUMHCTBE CyYaeB Ans NOA-
TBEPXAEHUS NN YyTOYHEHWS ANArHO3a 1 Ha3HAYeHWs Co-
OTBETCTBYIOLLIEV Tepanun HeobXxoAMMa rMcToNornyeckas
NN cepornornyeckas oLeHka. B ctatbe paccmaTpuBaloT-
Csl OTNINYUTENbHBbIE 0CODEHHOCTU Pa3NUYHBIX MHDUIIBLT-
PaTUBHbIX 3a00MeBaHMN cepaLa, MMEIOLLIX MHOMO ODLLMX
XapaKTepUCTUIK.

NHdunbTpaTUBHLIE 3aboneBaHusa cepaua
O6was xapakTepucTika. OueHka QyHKUMKN cepaLa.

Mepesog;: YvnuruHa H.C.

NHpUNbTpaTBHbIE DoNesHW cepALa B LieNIoM xapakTe-
PU3YIOTCA Mporpeccupytowen anactonn4yeckon guc-
yHKLUMEN, KOTOPas OObIMHO NPELLLECTBYET Pa3BUTMIO AB-
HOW CUCTONMHYECKON ANCDYHKLMM. XOTa A5 OONbLUINMHCTBA
NMHDUNBTPATUBHBIX 3ab0NeBaHW CepaLa xapakTepHO
yBENMYeHme MacCbl MMOKapaa, ee KONMYeCTBeHHas OLLeH-
Ka, KaK NpaBuio, He ABNAETCA OCHOBHbIM (HakTOPOM,
onpefensolmMM NPOrHo3 B OTHOLLEHWUW XW3HW. [don-
nnep-3xokapamnorpausa ynpoctmna oLeHKy AMacTonm-
4ecKom YHKLM XXenyao4KOB 1 PEMOAENPOBAHUS NPes-
cepaun, KoTopble ABASIOTCH OTAUHUTENBHBIMM NPY3HAKaMK
PECTPUIKTUBHbIX 3a00NeBaHUI. XpoHnYeckas AmMacTonm-
Yyeckasa ANCAYHKLMS Ny4Lle BCEro xapakTepmnsyeTcs CHU-
>KEHHOW CKOPOCTbIO pacciiabneHns M1MoKapaa npy TkaHeBowm
nonnneporpadun (CKOPOCTb PaHHEro ANACTONNYECKOro
ABVXXEHWUS MUTPaAbHOrO KonbLia E) 1 yBenyeHHbIM 00b-
eMHbIM MHOEKCOM NneBoro npeacepams [1]. Cucronnyeckas
LANCDYHKLMA 0ObIYHO ONpefenseTcs No CHUXEHMIO dpak-
LMK BbIOpOCA UM CUCTONMYECKMX CKOPOCTEN MPU TKaHe-
BOW gonnneporpadum [2].

Pofb KOMMbOTEPHOM TOMOMPadUM U MarHUTHO-Pe30-
HaHcHOM ToMorpacdun cepaua (MPT) C OTCPOYEHHbIM
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Tabnuua 1. 3aboneBaHus cepaua ¢ ysenmyeHnem mMaccbl JIXK v yTonweHHbIMY CTEHKaMU XKeNlyA04KOB

3abonesaHne  Bospact AHamHe3 JxoKappvorpadus 3Kr OTcpoyeHHoe Hakon-  Buoncus Cabinku (Homep
Hayana 1 KIMHUYecKme NeHWe rafonuHNs npu B CMMCKe
GonesHu nposiBneHus MPT cepaua nuTepatypbl)
Avmrnonzos >30 net CamMnTOMbI CepaieyHor He-  CUMMETPUYHOe yBenuyeHve  BombTax komnnekca QRS [NnddysHoe B Bcem Atpodus M1OLMTOB, (3,7,10)
cepaua [L0CTaTO4HOCTH, HedbpoTh- TONWUMHb! CTEHOK K T, CHVKEeHHbIZ Ui HopManb-  MioKapae, Ho Hanbo- aMUnouz 3aMeLLaeT
Yeckwit CHEPOM, fvnataums M w M, rpaHy-  Hbld, NCeBAOMHQAPKTHblE  Nee BbipaXeHo B ¢yb- HOpPManbHble TKaHu
yaMonaTyeckasn nepude-  NAPHas KapTHa MYOKApaa,  M3MEHEHNs B HIKHEOOKO-  3HEOKapAManbHbix cepaua
pUYecKas HelMponaTig, He-  MepyKapAValbHbIV BBINOT,  BbIX OTBEAEHNAX orfenax; B crenkax X
obbACHUMas CHUXEHHaA (PaKLVA Bbl- nIx
renatomeranva Bpoca B farnexo 3allewmx
Qnydanx
bonestb MYX4MHbI: Heviponatuyeckue bonw, CvMMeTpryHOe yBennyeHe  BonbTax komnnekca QRS (0yaroBoe B CpefHMX YBenn4eHHble (3,22,28,29)
(babpn 11£7 ner; HapyLLIeHe noTooTzAene- TOAWWMHB! CTeHOK JIK 1 T, YBENMeHHbIA uam Hop- COAIX MUOKapAa, MIAOLWTI C rpyrnamu
OKEHLLMHbI: HiS, KOXHbIE BbICbIMaHNA HopManbHas OB ManbHbl¥, YKOPOYEHHbI HVXHenatepanbHas KOHLIEHTPHHECKMX
2316 ner, WIW YITMHEHHBIA MHTEPBAN  CTEHKa BKTI0YEHII FAMKOAMMN-
PR [10B BHYTpM
nM30com (MuenvHono-
[06Hble TenbLa)
bonesHb <20 net CeppeyHas HepoCTaToy- Pe3koe yToLLieHMe CTeHKi YBen4eHHbIV M HOp- Cyb3HmoKapavansHo, Bakyonu3auus capko- (32,34, 36)
[laHoHa HOCTb, MyionaThs ckeneTHblx — JIK (20-60 Mm); cTerku MalbHbIA BOMIbTAX KOM- HO He COOTBETCTBYET Mna3Mbl, 04aroBoe Ha-
MbILLL, YMCTBEHHaA OTCTa- DK MoryT BbiTb Kak yTon- nnekca QRS, yKopoYeHHbIn  GacceiHy KpoBOCHab- Konnexve
jjar LLIEHHbIMM, TaK 1 HeyTof- utTepsan PR (pensTa XeHnsd PAS-nonoxwrensHoro
LieHHbIMY; CHiXeHHas @B BonHa) BeLLeCTBa, Ae30praHu-
3auwA Mrodubpunn
Atakcus 25 net /13meHeHe noxoKu YBeNN4EHME TONLLHbI ne- HopManbHbil BONbTax Hecneuvduyeckue (41,42, 44, 47)
Opuapeitxa (012 ner go PEropozKy v 3aaHei cTeHk  komnnekca QRS, pesynbathl
51roga) JIX, HopmansHas OB Xenyao4kosas Taxikapana
Oxcarno3 >20 ner Yponutinas C1MMeETprYHOE YBeNu4eHte  YBENnYeHHas U [Mpn KT ycunenme BHyTp®- 1 BHEKTIETOY- (49,50,51)
cepALa 11 He(bpoKanbLyHO3 TONWWHbI CTeHOK JIX M TX;  HopmansHad amnauTyaa 33TyXaHWq CurHana HOE OTNIOXEHMe Kpy-
B MOPOCTKOBOM HEO[HOPOAHbIE 3X0NNoTHbIe  komnnekca QRS, nonHas B MVIOKapae CTannos okcanata 6e3
BO3pacTe Kpanyarble y4acTki CBeYe-  aTpyi0-BeHTPUKYNAPHas CONYTCTBYIOLLIEO BOCTA-
Hus; HopmanbHas OB brokapa NeHVA 1 HeKkpo3a
Mykononuca-  1-24 roga BapvabenbHoe Ha4ano B3a-  ACAMMETPHYHas MUMepTpo-  YBeNyeHHas Habyxuwwe mvoummeico (12,53,
XapUEO3bl (MemmaHa 10 BCHMOCT OT TMINa MyKO- (VA MeperopogKy, CTeHO3  yMeHbLLeHHas aMnnTya CBeTNOA WMTONNa3Moit 55, 56)
ner) nonvcaxapuaosa; rpyoble NN HeROCTaTOYHOCT MIAT-  Kommnekca QRS, B CBA3Y C HaKoMMeHveM
YepTbl NMLQ, 3aMefIeHHOe  ParbHOrO /WA @0pTalb-  3710K4eCTBEHHAA apUTMAR MYKOMOAMCaxapuaos
YMCTBEHHOE PasBiTMe, fle-  HOTO KrlanaHa, HopManbHas B I130COMaX

(OpMaLMM CKeNeTa, MoMyT-
HeHvie porosiLpl,
renarocnneHoMerans

0B

NInddepeHumanbHbIi Anartos

lvneptpou-  17-18 ner beccmnTomHo ymt AcUMMETPHYHaSA TMNepTPO-  YBeMYeHHbIN BOMbTaX OyaroBoe, B CpeaHux [1nepTpodua M1OLM- (4)
yeckas kapano- 0OfiblLLKa, CTEHOKapAWA, (us, ymMeHblueHHas monoctb  komnnekca QRS, ncesgo- C10AX M OKaPAR, TOB, f€30praHv3aLma
M1onaTs 00MOpOKY, BHe3aMHas JIX, 0BCTpyKUMA NyTel OT-  [ieNbTa BONHa, FyoKas CORLVHEHMAX MHOGUOPUTIN M UHTED-
CMepTb ToKa 13 JIX, HopmansHas nHBEpCHs 3ybua T XeNyL04KOBOM CTUManbHbINA hrbpo3

B neperopogki v MX
[WnepToHye-  B3pocnbii AHaMHe3 apTepuanbHon CMmeTprYHOE yBeNMYeHe  YBenuyeHHas aMnauTyaa Be3 0coboiA CTpyKTypbl,  YBeNMyeHHbie MyouTsl  (4)
CKOe cepaue BO3pacT TUnepTeH3un TONUWHbI CTeHoK JIX, yme-  komnnekca QRS, MPeMMYLLECTBEHHO C yBeMYEHVEM UK

PeHHaA avnatauna X, Hecnewmduyeckie CyO3HROKapAansHo pennuKkaLvet snep

HopManbHas OB M3meHeHws ST-T 3ybua

MPT — MarHuTHO-pe3oHaHacHas Tomorpadms; KT — koMnbioTepHas Tomorpacvs; IKI — anektpokapayorpadms; OB — dpakums Beibpoca; SN — nesoe npeacepavie; MM — npasoe npeacepave;
JIK = nesbivt xenyaouek; MX — npasbii xenyodek

HaKomnfIeHMeM rafoNIMHNEBOrO KOHTPACTHOrO Npernapara
(M) pns nony4eHns 0ONONHUTENBHOW MHDOPMAaLIMM NPK
oLeHKe prcka y OOMbHbIX MHUNBTPATUBHBIMU Kapamo-
MVONATUAMMU TOYHO He YCTaHOBSEHA. TeM He MeHee, Npw
MPT ¢ KOHTpaCcTUpPOBaHWEM TafoNNHNEM MOTYT ObITb

OLLeHEHbI CTPYKTYPHbIE, (YHKLMOHAMBHbIE U TKAHEBbIE Xa-
paKTePUCTVKI cepaua. HakonneHue ragonmHns BbidbiBa-
€T KOHTPACTHOE YCUIIEHNE MArHUTHOTO CUrHasa B y4acT-
Kax C pacluMpeHVeM BHEKIETOYHOMO NMPOCTPaHCTBa (Ha-
npyMep, B y4acTKax HEKPO3a MUOLMTOB, OTeKa MMOKap-

PauynoHansHas ®apmakotepanus B Kapgnonorun 2010,6(5)
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Tabnuua 2. 3aboneBaHus ¢ gunaTaumen 1eBoro xenygoyka u MHOapKTonogoOHbIMU U3MEHEHUSIMMN

3abonesanme  Bo3pact AHamHe3 JxoKappvorpadus 3Kr OTcpoyeHHoe Buoncus Cabinku (Homep
Hayana 1 KIMHUYecKue HaKonnexme ragonu- B CMMCKe NinTe-
Gonestu nposiBNneHus Hua npu MPT cepaua patypbi)
Capkongo3 Monogple 3acTonHas cepaeyHas BapuabenbHas TonuiHa brokapa nposefeHns auc-  Ouarosoe, B 6asanbHblx  Hekaseo3Has rpay- (62,63,
B3pOCble HeZl0CTaTO4HOCTb CTEHKI, NTOKaIbHBIA MM TO-  TanbHee Myyka Mca, atw- W TIaTeparbHbIX OTAE-  MOMa C MHOTOAAEPHbIMA 65, 70)
TanbHbIA (VINOKVHE3, aHeB-  NI4Hble MPU3HaKN nax creHki JTX TVFHTCKUMM KIIEeTKaMM,
pu3ma X WH(apKTa M1oKapaa OKpY>XeHHast 30HoM
MINOTHbIX KOMNareHOBbIX
BOJOKOH
bonestb Monogple XpOHHHeckve MH eKLmM JloKanbHbIl rUNOKWHe3, Oubpunnauvs npencep- [JnddysHo B CpepHmx Backynur (74,75)
Berexepa B3pOCTIble BEPXHVX 1 HUXHIX [biXa- NepVKapaNanbHbi BINOT, [, aTPUOBEHTPUKYNAPHAA  CMIOAX CTEHKM C HEKPOTU3MPYIOLLMM
TeNbHbIX nyTen nerkas MP, cuctonudeckas  Gnokaga, atumidHble TPaHYNIOMaTO3HbIM
INChYHKUNA WHbapKTONoa0bHble BOCnanexem
VI3MeHeHNs
lemoxpomaro3  Hacnep- BpoxzeHHbI reMoxpoma-  [lunatauws JIX ¢ Toans- CynpaBeHTpuKynApHas Otnoxenns (4,77-79)
CTBEHHbIV Te-  T03: HapyLUEHA ByHKLMM HbIM CHUXEHMEM CACTONN-  apUTMIA], HapyLueHws Xerne3a B MioLMTaX
MOXPOMaT03:  NevyeHM, C1abocTb M COHMM-  Yeckoi (yHKUMM BHYTPUXENYA04KOBOIO
>30 nery BOCTb, FMNepnmMrmMenTaLna npoBefeHna
MYXY¥H, KXV, CaxapHbli Avater, HabMIoAaIoTCA peako
no3aHee y 3PTPANTUN, Y MYX4MH M-
KeHLLVH; MOTeHLS;
BTOPUYHBIA  BTOPWYHbIZ reMOXpoMaTo3:
reMoxpoma-  TemMOnUT4eCKan aHeMuns,
T03: BNIOOOM  MHOTOKpaTHbIE MepentBa-
BO3pacTe Hig KpOBY
NindbeperumanbHbIi AnarHos
Vwemnyeckad  B3pocible MposBnenns vwemmyeckon  [unataums JIX, nokanbHbit - MHorodopmHble npexae- Cy63HAOKAPAMaNbHO, C (3,78)
Kapavomiona- BonesHy cepaua, 3acToMHas  AMOKMHE3, COOTBETCTBYIO-  BPEMEHHbIE XENY04KOBbIE  Pa3n4HOM CTeneHbio
™A CeppeyHan HefoCTaToy- LM 30He KPOBOCHaOXe- KOMMEKCbI, HeyCTOMYMBas  TPaHCMypanbHOro pac-
HOCTb Hig, CHUXeHVe KeNy[04KoBaA Taxvkapana  MPOCTPaHeHWs, CooTBeT-
CUCTONMYECKON yHKLM CTBYET 30He
KpoBOCHabXeHs:
avonatuye- B3pocible 3acToNHas cepaeyHast He- Junatauma JIX c TotaneHod — Oubpunnaums Orcyrcrsyer (3,78)
CKan annara- JAOCTAaTO4HOCTb MPU OTCYT-  CUCTOAMHECKOV BUC(YHK- Mpescepani YN 04aroBoe
LI IOHHaA CTBIV 13BECTHOTO Lent B CPEAHYX CTIOSX
Kapavomiona- Cep/e4HO-COCY/NCTOrO 3a-
™A BonesaHs

MP — MUTpanbHast perypruTaLiis; apyrvie COKpaLLeHns — cM. Tabn. 1

na, pybLoB, a Takxxe UHGUNbTpaummn benkamm) [3, 4]. Pac-
nonoxeHune un pacnpegenedue M npyu MPT Obino mc-
MOJ1b30BaHO LA XapaKTePUCTVKM TUMa UHUNBTPATVBHOIO
3aboneBaHus cepaLa; kpome Toro, MPT no3sonset oue-
HUTb aKTMBHOCTb OONE3HM 1 OTBeTa Ha Tepanuio. YyB-
cTBUTENBbHOCTL MPT CcepAala Ha paHHen ctagmuy 0onesHn
y OOMbHbIX, KOTOPbIE ELLle He MMeIOT 3XoKapamorpadu-
4eCKMX V3MEeHeHWN, HensBecTHa. OAHaKO CKPUHMHI paH-
Hero cyOKMMHMYECKOro NopakeHus cepaLa MOXeT CTaTb
BO3MOXHbIM, ecniv OyfeT Aoka3aHa [oCTaToqHas YyB-
cTBUTENbHOCTBIO MPT ¢ [T 48 BbISBNEHUS aMUTOUOHON
NHOUNbTPALMK. VI3MeHeHUsa KMHeTUKK [T1 B Mrokapae v
KPOBM JatOT NepCnekTMBbl KOIMYECTBEHHOW OLEHKM «Ha-
rpy3Ku» cepgla aMmunongoM npu OUHaMn4eCckoM Ha-
OnaeHUY 1 NeYeHnn.

dneKTpodur3nonorniyeckme xapakTepmcTukm. Bax-
HO MOAYEPKHYTh, 4TO TOJLLMHA CTEHOK CepALa He 0bs3a-

TeNbHO ABMNAETCA HAAEXHbIM MoKa3aTtesnieM rmnepTpodun.
NHbUNbTpaTVBHBbIE 3a00NeBaHNs C HAaKOMNeHMEeM aHo-
MaslbHbIX BELLLECTB B MUOLATAX UV MHTEPCTULLM MUOKAPAa
MOTYT BbI3BaTb yBENNYEHMe TONLMHbI CTeHOK 0e3 UCTH-
HOW rmnepTpodumn mMuoumtoB. CnegoBaTenbHO, yBe-
NIYEHMe TONLLMHbBI CTEHOK He BCera Koppenupyert C yBe-
nv4eHneM amnauTyabl komnnekca QRS. MakTmnyeckn am-
nauTyaa komnnekca QRS MOXeT CTaTb CHUXXEHHOM, H3-
KW BOMbTaX Yallle Habnoaaetcs nNpm MHDUNbTPaLMU UH-
TepcTnums, 4eM KapamomMmoLmToB. OTCYTCTBME BbICOKO-
ro BosibTaxka komnnekca QRS Ha afnekTpokapanorpamme
(3KT), HecMOTps Ha BM3yanuMsaumio «runepTpodumny,
MOXeT ObITb MePBbIM KIOYOM K AMarHo3y oTaesbHbIX MH-
unnbTPaTUBHBIX 3a60NneBaHWl (HanprMep, aMmnIonao3a
cepaua, atakcnmn @punaperxa). OgHaKO H3KMM BONbTaxX
komnnekca QRS He aBnseTcs o4HO3HaYHbIM MPOSABIIEHN -
eM NHPUNbTPATUBHBIX KapamMoMMonaTn. MNpu HEKOTOPbIX
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NHPUNBTPATUBHBIX MUOMNATUSX, HanpumMep bonesHsx [a-
HoHa 1 ®abpwu, BonbTax Komnnekca QRS yBennymnsaetcs.
3T0 MOXHO HabNOAATb, ECTIV NMPOUCXOAMNT YBENMYeHe pa3-
MEPOB KapAMOMMOLMTOB, NPY HOPManbHOW BHYTPUXE-
NYyA04KOBOM MPOBOAMMOCTH, a TakXKe CUHXPOHHOW akTu-
BaLMnM Muokapaa (cm. Tabsn. 1).

leHeTnYyeckme nccnegoBaHus. Pomb reHeTUHeCK X 1c-
cnefoBaHun ans guddepenHumaumm heHoKonun rmnep-
Tpohum NeBoro xenyno4dka (J1K) odeBnaHa B Tex cny4asx,
Korga KIMHUYeckMe AaHHble UK pesynbTaTbl BU3yann-
31PYOLLMX MCCNEN0BAHMI He MO3BOSAIOT YyCTAHOBUTL AM-
arHo3. B KNnMHM4eckowm npakTrke B HacTosiLLee BpeMst 10-
CTYMHO reHeTNYeCcKoe TeCTUPOBaHKE HECKOMBbKIX MeHOB, OT-
BETCTBEHHbIX 3@ KapAMOMMONaTLL. TeM He MeHee, 3TV UC-
CNefoBaHNs MMET CBOW OrpaHUYeHns 1 npobnemsl.
YyBCTBUTENbHOCTb FEHETNYECKMX NCCNEA0BAHNN ABASET-
€Sl HU3KOW, KpoMe Toro, y OONbHOMO UM B OQHOM CeMbe
MOXeT ObITb Oonee 0fHOro reHeTM4Yeckoro BapuaHTa.
[pyrue npobnembl, BO3HUKAOLWME NPU FeHETUYECKON
oLeHke, 0cObeHHO Yy AieTelr, BKITIOHAIOT 3aBUCSILLLYIO OT BO3-
pacTa NeHETPAHTHOCTb, TAKTUKY NeYeHns OeTen, y KOTOPbIX
elle HeT CMMMNTOMOB 3aboJieBaHMA, NMCMXoforyeckme
nocnencTBms TeCTMpoBaHUA 6eCCMNTOMHbIX HecoBep-
LUEHHONETHUX W BbICOKYIO CTOMMOCTb aHaIn3o0B [5,6].

OOuwme NpUHUUNDLI NevyeHUs. BONbLWWHCTBO UH-
UNBTPATUBHBIX 3a00MeBaHNIA 10 NOCNEAHEr0 BPEMEHW CHIA-
Tanucb HeoOPaTUMbIMU, U €AMHCTBEHHbBIMW JOCTYMHbIMMA
cpencTBaMuM nedeHuns Obinv NoaAepXKMBatoLLMe Mepbl.
O6LWMA Noaxo, COCTOUT B YNyHLIEHUM OMACTONUYECKON
DYHKLMM C UCMONb30BaHMEM OJIoKaTOpPOB PELIENTOPOB
aHrMoTeH3MHa |l U MHMMBUTOPOB aHIMOTEH3UHMPEBPA-
LatoLLiero epmenTa. MprimeHeHve GeTa-0rnoKaTopoB M CTa-
TMHOB, KOTOpPbIE, Kak M3BECTHO, MOME3HbI MPW TEYeHUM cep-
JEe4YHOW HeJoCTaTOYHOCTH, TaKXKe MOXET ObITb Lief1ecoob-
pa3HbIM. C1UCTONMYECKas apTepuanbHas rMNepTeH3ns 1 aB-
Has neperpy3Kka XXWAKOCTbIO MOryT OnpaBAaTh OCTOPOXHOE
CNOMIb30BaHWE THa3nAHbIX AUYPETHKOB. [1py rmnosose-
MU U MasbiX HeMO4ATIMBbIX MONOCTAX XKeNy404KOB Cle-
nyeT n3beratb Ype3mMepHOro UK NPOOOIKUTENBHO MO-
BbILUEHHOrO ANypesa, T.e. UCMOSIb30BaHMA METNEBbLIX AN-
ypeTnkoB. HoBble MeToabl NedeHus OyayT KpaTko pac-
CMOTPEHbI B COOTBETCTBYIOLLIX CIyHasiX.

WH@unbTpaTnUBHbIE KAapAMOMMONATUM, MOXOXUE
Ha rmnepTpoduyeckyo KapamoMmmonaTuio
WNY rmnepToHNYyecKoe cepaLe

AmMunongos cepgua. AMUIONL03 cepala ABnfaeTcH
NPOTOTUNOM MHDUNBTPATUBHbBIX DONe3Hen cepaLa C yBe-
NNYEHNEM TOSLLMHBI CTeHKM (puc. 1). BoBneveHue cepa-
Lia HabiopaeTcs npw Bcex hopmax aMUionao3a v SBnsetcs
Hanbonee 4acTom NPUYMHOM 3aDONEBAEMOCTU U CMePT-
HocTK [7]. CUMATOMbI BKJIOHAIOT CepAeYHy0 HefoCTa-
TOYHOCTb (HanNpUMep, OfbILLKY U CHUXEHWUE TONepaHTHO-
CTW K Harpy3Ke), apUTMIM, HapyLLIEHE MPOBOAMMOCTU, IN-

PucyHok 1. BbipaXkeHHOe yTosleHmne CTeHOK IeBOro
XXenyaouyka, BbigBleHHOe Npu BCKPbITUN B ABYX
cnyyasx (Bug no KOpoOTKOM ocn)

A - amunongos; b - runeptpoduyeckan kapagnomuonatuma. Knn-

HU4Yeckn B 0bomx cydasx Habntoganack gnacronmyeckas guc-

$yHKums ceppua. bes gononHuTenbHoOM MHbopMauun

(anekTpokapanorpadmyeckmx AaHHbIX UK pe3ynbTaToB buo-

I'ICI/IVI) 3TN COCTOAHUSA O4YEHb MOXO0XHU

A b

e i e o e

PucyHok 2. 3aboneBaHus, Npu KOTOpbIX HabntogaloTcs
yBenuyeHmne Maccbl MMoKapaa v yTosnleHue
CTEHOK JIEBOr0 Xenyao4ka

A - runepTtpoduryeckas HeoOCTPYKTUBHAsA KapauoMuonaTus;

b- rmnepToHn4yeckoe cepaue c BTOpVI‘-IHOl;I noyeyHom HeJocTa-

TOYHOCTbIO; B —amunonpos cepaua; I — mykononmcaxapuaos;

[ — okcanos cepaua; E — atakcma ®pugpenxa

HaMM4eckylo 0OCTPYKLMIO MyTer OTTOKA 13 XKeNyao4Ka 1
apTepuanbHyto rnoTeH3nIo.

XapakTepHble 3xoKapAnorpapuyeckme nposBeHns
aMUNOMA03a CEPALLA BKIIOHAIOT yBENNYEHWE TOMLLMHbI CTe-
HOK 0BOMX >Keny04KOB, HOPMasbHbIN UM YMEHbLLEHHbIN
pa3mep nonoctu JIK, a Takke Hecneumbmuyeckm rpaHy -
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NAPHBIV BUL, CepaedHON MblLLbl (pyc. 2). Takxe obbiy-
HO NPUCYTCTBYIOT PacLUMPeHne Npeacepann, yTonLeHme
COCOYKOBBIX MbILLLL 1 CTBOPOK KJ1anaHoB 1 HeDOSbLLOW 1K
YMEepeHHbIN NeprkapananbHbl BbINOT. PacTaxmnMocTb
JIK nocreneHHO yMeHbLLAEeTC Mo Mepe NPorpeccypyoLLero
OTNIOXeHNs amunonaHbix hunbpunn B Muokapae [8].
Mporpeccupytowas gnactonmyeckas oUCPYHKUNS AB-
NAETCA YHVBEPCanbHbIM NpossneHneM [8]. Cnctonuyeckas
ANCHYHKLMA, KaK MpaBuno, NpoABAAeTCs TONbKO B Aasle-
KO 3alleflumx ctagmsx 3abonesaHus [9]. Donnnepaxo-
KapAavorpapus UCnonb3yetca ANs BbIABEHMA 1 nodle-
[OBaTEIbHOrO MOHUTOPUHIA BbIPAaXXEHHOCTN CUCTONM-
4eCcKou 1 gnacrtonmyeckom anchyHkumm. MNpun MPT cepa-
L@ Habnopaetcs anddy3Hoe pacnpenenexme I Bo BCex
oTaenax obomx xenyao4koB, 0COOEHHO Cyb3HAOKapAM-
anbHo [3].

HecMoTps Ha yBennyeHme TOSLLMHBI CTEHKIM XXeSTya04Ka,
oT 30% 0 50% OOsbHbIX C O4EBUAHBIM aMUTONO030M
MMEeIOT HOPMabHbIM BOMbTax komnnekcoB QRS, a y
OCTanbHbIX OOMbHBIX BOMbTaX KOMMekcoB QRS HU3KMNA.
B rpyoHbIx OoTBefeHnaX, B HYaCTHOCTU B HUXKHe-Mepero-
pofoYHon obnactu, MoryT HabnopgaTbCs NceBho-
NH@apKTHble n3MeHeHus [10]. YMeHblUIeHe aMMnTy bl
komMrnekca QRS npomncxoguT 13-3a aTpodun MNOLUTOB,
a TAKXKe CHMXKEHMSA CKOPOCTW NMPOBEAEHUSA U ANCCUHXPO-
H3aLMKM BO3DY>KAEHWS B PE3yribTaTe OTIIOKEHMS aMUIOMA
[11,12].

AMUNOMA03 cepALa AMAarHoCTUpyeTcs NMbo Hemo-
CpeCTBEHHO MO AaHHbIM 3HAOMMOKAPAMAbHOW O1oncuK,
NMOO KOCBEHHbBIM 0OPA30M C MOMOLLIBIO HENHBA3MBHbIX AN-
arHOCTUYECKUX UCCNefoBaHMl (OBYXMEPHOM 3XxoKap-
anorpadum, MarHUTHO-PE30HAHCHOW BM3yanusauunu,
3KT) 1 rmcTonorn4eckoro NoATBEPKAEHIS OTIIOXKEHNS aMU-
novifa B obpaslax HecepaeyHblx TKaHew. MNocne ogHo-
3HAYHOTrO YCTAaHOBMNEHWA AMarHO3a U onpefeneHns Tuna
aMunoMaa B TKaHSAX Npv NepBMYHOM amuiongose oob-
OCHOBaHHO be30TnaraTesibHoe feveHie, YToObl OCTaHOBUTb
WNK BbI3BaTb 0OPaTHOE pa3BUTMe ANCHYHKLUM cepaLa
(pnc. 3). HU3kMIM cephedvHbI pe3epB 3HaAYUTENIbHO
OrPaHUYMBaET CTPATErMM NIeYEHUA Ha NO3LHVIX CTaOMAX 3a-
OonesaHws [7,13]. Y HeneveHbIX NaLUMeHTOB MeaaHa Bbi-
KMBAEMOCTW COCTaBnfeT <6 MecALeB nocse NosBNeHNs
cepaeyHom HegocTatodHocTw [13]. MendanaH, ctepou-
Abl, UMMYHOMOZYIATOPbI U TPaHCMIaHTaLMA CTBOMNOBbIX
KneToK nocre XMMm1oTepanun AaloT 0OHaiexX BatoLLme pe-
3ynbTatsl [14-17]. TeM He MeHee, NeTanbHOCTL NMod1e TPaHC-
nnaHTaLmm1 CTBOSOBbIX KneTok Konebnerca oT 11% 0o 40%
[18,19]. Y HekoTopbIx OOJIbHbIX C AANEKO 3alLeAWnM Mo-
paXkeHWeM cephua TpaHCMIaHTaLuMs cepala MoXeT ObiTb
OCyLLeCTBIIeHa nepes, TpaHCnaHTaLmen CTBONOBbIX Kie-
ToK [20,21].

BonesHb ®abpu. bonesnb Pabpu — 370 ayTOCOMHO-
peLeccrBHoe 3aboneBaHwe, CLeneHHoe ¢ X-XPoOMOCOMOW,
BbI3BAHHOE OTCYTCTBMEM JIN30COMAsbHOIO (PepMeHTa & -

INocne ne4veHus

NexoaHo

A

PucyHok 3. 3HauuTeNbHbIN 3PDeKT neveHus

A - amunonpos cepaua. dxokapamorpamma 6onsHou 37 net

C HeAOCTAaTOYHOCTbIO KpoBoObpaLeHus IV PyHKUMOHaNbHOro
knacca (NYHA). CTeHKM NeBOro 1 nNpaBoro Xenyno4ykos
yTOSILLEHbI, HeOOMbLIOW NepuKaparanbHbIi BbIMNOT,
Avactonuyeckas auchyHkums 3-mn cteneHun. Yepes 5 naTo net
nocne TpaHCNaHTaLMM CTBOJNTOBbIX KJIETOK: TOMNLMHA CTEHOK
NeBOro 1 NpaBoro XenyAo4koB HopMasnbHasi, HeT
nepukapananbHoro BbinoTa, aMactonnyeckas GyHKUUs
HopManu3oBanacb, y 6onbHON cepeyHas HeAOCTaTOYHOCTb

| dyHkLMoHanbHoro knacca (NYHA)

b — remoxpomaTo3. 3xokapanorpamma 6onbHom 55 neT, y
KoTopon Habniopanuce ofbIWKa 1 yTOMASEMOCTb. iunaTtaums
NeBOro Xenyfgoyka ¢ BbIpaXXeHHOW CUCTONNYECKON AnChyHKLMEN
(ppakums BbIbpoca=16%). Yepes 6 net nocne neyeHus
nosTopsioLerica hdnedboTommer pasmep NonocTn NeBoro
Xenypouka yMeHbLINUICA, cuctonnyeckas hyHKLmUs

HopMmanu3osanach (hpakums Bbibpoca=69%)

ranakTosuaasbl A, KOTOPbI pacLLEnISeT HEUTPAbHbIN Mto-
KosusLepamng [22]. 3T0 NpUBOOUNT K BHYTPUKIIETOHHOMY
HaKOMMeHMIO B NMM30COMaXx Liepamuaa Tpurekcosnaa (rno-
6oTpraosmnuepammaa), B NepBylo o4epesb B KOXKE, MoY-
Kax 1 cepaue [22]. 3aboneBaHe BO3HUKAET, MMaBHbIM 00-
Pa30M, Y MY>H4WH, OMarHOCTUPYETCA B PaHHEM LETCTBE, HO
BOBJlIeYEHMEe cepAua He MposiBNSeTcs A0 TpeTbel Wnu
4yeTBepTOM Aekanbl Xn3Hu [23]. MNopaxkeHne cepaLa npum
bonesHn ®abpu MOXeT MMUTMPOBaTb Mopdonorye-
CKMe U KINMHUYeCKMe NPU3HaKKM rmnepTpodu4eckon Kap-
avomuonatum (FTKMT): pe3koe yTonuleHne CTEHOK Xe-
nyno4dKka, nepefHee CUCTONMYECKOe ABVIXXKEeHMe nepeaHen
CTBOPKM MUTPASbHOTO KiarnaHa — U Bbisensetcs y 3% 6onb-
HbIX C MepPBOHa4asIbHO YCTaHOBEHHbIM AarHo30M KM
[24,25]. OgHaKo acMMMeTpUYHas rmneptTpodus, Bbi3bl-
BaloLLas TAXeNyo 06CTPYKLMIO BbIHOCALLEro TpakTa JIK 1
3HAYUTENbHYIO MUTPANBbHYIO HELOCTAaTOYHOCTL, KaK Nnpa-
BUNo, Npu 6onesnu @abpu oTcyTcTBYET [26]. YTONLLIEHNE
creHok JIK 1 Macca JTX yBenmymBaloTca € BO3pacToM W Npo-
rpeccrpoBaHemM bonesHin [22]. Dpakums BbIOpoca U chpak-
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LIMOHHOE YKOpOUYeHMe 0DbIMHO OCTalOTCA B Mpeaeniax Hop-
Mbl [22]. HabniogaeTcs nporpeccrpyoLlas Anactonmnye-
CKas ONCPYHKLMA, OLHAKO PECTPUKTVIBHOE HapyLLEeHMe Ha-
MONHEHMA BbISBASETCS HevacTo [22]. MNpv ABYXMEePHOM 3X0-
Kapaunorpadbum Habnogaetcs Hecneuumdmuyeckoe yaBoe-
HMe SHOOMMOKAPAMATIbHOrO KOHTYpa, COOTBETCTBYIOLLLEe
NPOCTPaHCTBEHHOMY Pa3feneHnio SHAOMMOKapaa OTo-
KeHVeM COUHTONUNMAOB, YTO CO3[aeT BUAMMOCTb OBYX-
CNIoOMHOro Muokapaa [24,27]. Mpu MPT cepaua, Kak
npaBuno, HabnMoAaeTCs 04aroBoe OTCPOYEHHOE HaKOoM-
nexve M1 B CpefHUX CNosSiX HUXHeNaTepanbHOW CTEHKM,
He 3axBaTblBatoLLiee cyOaHaoKapa [3,28]. MNporHo3 B Han-
OornblLen Mepe xapakTepusyeTcs NporpeccrpyoLLen ama-
CTONMYeckon AnchyHKUMeN.

Iins 6one3Hn Mabpu HexapakTePHO CHUXKEHME aM-
nnnTyasl Komnnekca QRS, a, ckopee, Habnogatotcs KT
Npu3Haky runeptpodunn JIK, consmeprmble C TONLLMHON
CTeHKW [29]. MOXHO BUAETL KaPTUHY NpeXaeBpeMeHHO-
ro Bo30y>xaeHus [29]. Tem He MeHee, B HEKOTOPbIX Cry-
4anax, Korga MHMOUNbTPaLMA NPOUCXOAUT B aTPUOBEHT-
PVIKYNSIPHOM Yy311e, nHTepBan PR MoOXeT ObITb yanmHeH [30].

BbINo MoKasaHO yMeHbLUeHWe BblIPaXKeHHOCT YTON-
LLEeHMS cTeHKK JIK 1 ynyYiueHme nokanbHou yHKUMM M1O-
Kap4a npy 3aMecTUTeNlbHOW Tepanum GepMeHTaMm, HO
BNMAHME NeveHnst (PepMeHTaMu Ha BbKMBAEMOCTb A0 CUX
nop O0MKHbIM 06pa3om He onpeaeneHo [31].

BonesHb JaHoHa. Kak 1 6onesHb Mabpu, bonesHb [a-
HOHa OTHOCUTCA K peKMM 3aboneBaHmaM, CLenneHHbIM
€ X-XpOMOCOMOW C NePBUYHbIM AedDULMTOM aCCOLIMMPO-
BAHHOro ¢ NM30COMaMn MeMbOpaHHOro npoTtenHa 2
[32,33]. bone3Hb nopaxaeT My>4KH B paHHeM BO3pacTe
(NOAPOCTKOB) M XXEHLLMH B NocnefytoLme rofbl (Ha BTo-
POM LLECATUNETUM XM3HW). Y O0NbHbIX 0ObIYHO pa3BLBa-
eTca Tpuafa: CepAedHas HeLoCTaTOMHOCTb, MMoMaTuAa
CKeNEeTHbIX MbILUL, M YMCTBEHHAA OTCTanoCTb [34]. Y XeH-
WWH — HocuTenen 3aboneBaHus GomnesHb npenmylle-
CTBEHHO ropaxaeT KapAnoMmounTtsl [35].

CepOe4Hble CUMNTOMbI NOABNAIOTCA B MOAPOCTKOBOM
BO3pacTe, 1 DONbHble YMUPAIOT OT CepAeYHON HeloCTa-
TOYHOCTM Ha TpeTbeun Aekade XusHu [34]. Dxokapamo-
rpauryeckme XapakTepUCTUKLA BKITIOHAIOT BblpaXKeHHoe
CUMMETPUYHOE YBEeNMYeHMe TONLWMHbBI cTeHKM JIXK (o1 20
00 60 MM), 3HauuTeNbHO Gosbliee, YeM ODbIYHO Bbi-
apnsietcs y 6onbHbix TKMIMT [32]. CucTonmnyeckas dyHKLMS
JIX Yyacto cunbHO HapyuweHa [32,34]. ObCTpyKums Bbl-
xofHoro TpakTa JIK HetunnyHa [34]. MoxeT HabntogaTecs
3aMeTHOe yBefIMYeHKe TONLWMHbI CTEHKM MPaBoro Xeny-
nouka (>10 MMm) B oTcyTCTBME 3ab0MneBaHus nerkmx [32].
B otnn4me ot TKMIT, npy KOTOPOM OTMEHAETCs OTCPOHEHHOE
o4aroeoe HakomnfieHue [Tl B cpedHesnnKapAnanbHbIx
cnosix, npu donesHu JJaHoHa oTMevaetca cybaHOokap-
OVanbHoOe oTCcpoYeHHoe Hakonnenre M1 [36].

B oTnnume ot ammnnonao3a 6onesHb [laHoHa nopaa-
€T MUOUMTBI, @ HE VHTePCTULMI U1, TakKMM oOpa3oM, ac-

COUMVPOBAHA C HOPMAJTbHOW U YBENNYEHHOW aMM-
Tynon komnnekca QRS. Kpome Toro, MoxeT Habioaatb-
€Sl yBeNMYeHve CKOpoCTH NpoBeaeHUs (NpexaeBpeMeH-
Hoe Bo30Oy>xaeHue) [37,38]. B otnnine ot TKMT 6onesHb
[aHoHa 1 bnm3Kkme K Hew DoMe3HU HakomnneHns rnKore-
Ha (C MyTaLmen ramma-2 HekaTanuTM4eckov cyobeamHULb
aeHO31HMOHO(OChAT-aKTMBUMPOBAHHOM MPOTEMHKIMHA-
3bl UM aCCOLMMPOBAHHOTO C TM30COMaMM MeMOpPaHHO-
ro Genka-2) cBa3aHbl C UCTVHHBIM NMPEXAEBPEMEHHbIM BO3-
Oy>XAEHNEM XeNyoo4KOB 1 HaNMYMEM OLHOrO UNK He-
CKOMbKWMX AOMOMHUTENBHbBIX NyTer NnpoBeaeHusa [37,38].
CuHapom Bonbda-TMapknHcoHa-YarnTa (ykopodeHmne nH-
Tepsana PR v genbTa-BonHa) HabnogaeTcs 4acto 1 8-
NAETCSH PaCnpPOCTPAaHEHHOW NPUYNHON OOMOPOKOB Yy OOJTb-
LUMHCTBA NaumeHToB [34]. Cepauebuerme nnm okymeH-
TUPOBAHHbIE APUTMUM Y NALMEHTOB C 3TUM 3a00NeBaHU-
€M MOTYT OblITb CBA3aHbI C NATONOMMYECKMU U3MEHEHUSIMI
MUOKapda Xenynodkos (Kenymoukosas Taxmkapoms)
WK HanM4YMeM OONONHUTENbHbIX MyTel NpoBeaeHns (op-
TOAPOMHAs WM aHTUAPOMHAS PELMNPOKHAS TaXMKapAMS).

FeHeTVYeckoe McCnefoBaHVe MyTauMW reHa Mem-
BpaHHOro NPoTErHa 2, aCCOLMMPOBAHHOIO C JIN30COMa-
MW, OKOHYaTeNlbHO onpefenseT AMarHo3 1 sBAfeTCs oc-
HOBHbIM AMArHOCTUHECKMM KPUTEPUEM Y XKEHLLMH (Y KO-
TOPbIX 3TOT OeJIOK MOXET 00Pa30BbLIBATLCS 33 CHET HANMU-
Y1 OfHOM HOPManbHOW X-Xpomocombl) [34]. Crneum-
uryeckoro neveruns 6onesHn [LaHoHa He cyllecTByeT
[34]. YrpoxatoLime Xn3Hu hmnbpunnaums 1 TpenetaHme
npeacepamnn, CBszaHHble C NpexaeBpemMeHHbIM BO30Y -
OeHVieM C NpoBeAEeHVEeM Yepe3 AOMNONHUTENbHbIE MyTY, Ne-
4aT abnaument nnu GrnokaTopaMy HaTPUEBbLIX KaHANOB.
3HayeHme TpaHCNNaHTauMy CcepAaLa He yCTaHOBNEHO, Tak
Kak 04eHb HEMHOTMe NaLMeHTbl XXMBYT AOCTAaTOYHO A0N-
ro Ons npoBefeHus TpaHcnnaHtaumm (oHW ymupaioT B
0Y4eHb MOModoM Bo3pacTe) [35,39]. Hambonee Yactas npu-
YMHA CMepTU — TAXenasd CepAedyHas HefoCTaTOYHOCTb
[32,34].

ATtakcus @pugperixa. Atakcna Opuaperxa aBnseT-
CH ayTOCOMHO-PeLeCcCMBHbIM HENPO-AereHepaTnBHbIM
3aboneBaHMEeM, BbI3BaHHbIM YBENMYEHMEM YIC1a MOBTO-
POB r'yYaHWH-aaeHnH-aaeHnH (120-1700 pas3, aHe 8-22,
Kak 0bbl4HO) B reHe paTtakciHa B 9 xpomocome [40]. Bos-
pacT, Koraa NosBASITCA CUMMTOMbI 3a00NeBaHus, Ko-
nebnetcs ot 2 net go 51 roga [40]. Kak npasuno, cep-
[eyHble NPOABNEHN BO3HMKAIOT Yepes 4-5 net nocne no-
SIBNEHNS HEBPOMOrMYeCKMX PACCTPOWCTB, HO MHOrAa na-
Tonorns cepfL.a BO3HMKaeT nepsol [41]. B KOHUE KOHLOB
natonoruvis cepaua passmeaetcs y 90-100% GonbHbIx [42].

Dxokapauorpapuyecke nccefoBaHNs BbIABNSIOT
Pa3Hble BapuaHTbl yBeNUYeHWSA TONLLMHBI CTEHOK, He CBA-
3aHHble C NPOAONXKNTENBHOCTbIO Oone3Hn [43]. Mopaxe-
HMe cephua XapakTepusyeTcs YTOSLLEeHWEM MexoKeny-
[OYKOBOW Meperopoakn M 3adHen cteHku [41,42,44]
(puc. 2). Onactonuyeckoe paccnabnerme JIK ymeHbLua-
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eTcs, Ho pa3mep nonoctu JIK 1 chpakumis Bbibpoca, Kak npa-
BWIO, OCTalOTCA HOpManbHbIMU [42,44]. ACUMMeETpUYHas
rMnepTpodus Neperopofku 1 o0CTPYKLMSA NyTer OTToKa
13 JIX Habnopatotca peako [42,44]. Y HeKoTopbIx Na-
LIMEHTOB C yMepeHHoW aunataumen JIK n cnctonnyeckon
ONCHYHKLMEN MOXET Pa3BUTLCA TAXENan cepaedHasn He-
[ocrato4HocTb [41]. KnanaHHaa HeoCTaTO4HOCTb, eC/n
OHa BO3HMKaeT, OblBaeT, Kak NpaBuo, cnabo BbipaxeH-
How [42]. Ofpbllwka, He CBS3aHHas C MOpaXkeHWem cepaua,
M YacTble MHDEKLMN AbIXaTenbHbIX NyTer MoryT ObITb 06-
YCNOBAEHbI TAXXeNbIM CKOIMO30M 1 HEMPO-MbILLEYHOM Na-
TONormen ApixatenbHblx Mol [41]. BbikBaeMOCTb He-
pe3 10, 20 1 30 net cocrasnaer 96%, 80% 1 61%, co-
OTBeTCTBEHHO [45]. MMpn4mnHaMn cMepTU ABAAIOTCA UH-
TEPKYPPEHTHbIE NeroYHble MHPeKUMN 1 AUCHYHKLMA
cepaua[12,41]. B HacTosILee BpeMs MPUMEHSETCH NMULLb
NOLLEPXMBAlOLLLaA Tepanuma. ViccnenyoTcsa Takme npena-
paTbl, Kak noebeHoH (akuenTop cBOOOAHbIX PaaMKanos)
1 fecdepnnpoH (>kenesocsasbiBalolWwmi npenapat) [46].

Mo cpaBHeHumto ¢ FTKMTIT, BonbTax komnnekca QRS npu
atakcmm Ppuaperixa MOXET He OTpaxkaTb CTeneHb -
neptpodun JIX [41,47]. NpU41Ha HELOCTaTOYHOIO yBe-
nnyeHus komnnekca QRS — 3Ha4yuTenbHoe 3aMeLLeHre co-
eAVHWTENBbHOM TKaHbIO U 3aMeflNeHne BHYTPVXKeNyaou-
KoBoW nposoamMmMocTu [41,47]. Nwemuyeckas bonesHb
CepALa, NaTosiorig HEPBOB W FAHTTIVIEB, a TaKXXe M3MEHeHNA
MWOLMTOB Yy 3TUX BOMbHbIX NpeapacnonaraoT K okanb-
HbIM 3aMeJIeHNAM MPOBOAVMOCTW 1 CKITOHHOCTW K Xe-
NyO04KOBbIM TaxyaputMunam [41,47].

Okcano3 muokapga. [epBuyHas rmnepokcanypms —
pefKoe ayTOCOMHO-PELLeCCMBHOE 3a0oneBaHme, xapak-
Tepu3ytoLLeecs yBenvyeHeM 00pa3oBaHus LLABEEBON
KNCOTbI, YTO MPUBOLAUT K OTNIOXEHMIO KPUCTANSI0B OKCa-
naTta B pa3fM4HbIX OpraHax, 0CobeHHO cepaLe 1 Noykax
[48,49]. Oxokapamorpadua BbISBNSET CUMMETPUYHOE
yTOmLIEHME CTeHOK oboux xenygodkos [49,50] (puc.
2). ®pakums BbIOpoCca MOXET ObITb HOPManbHOM Ha paH-
Hew ctanmu 31ol 6onesnun [50]. B ganeko 3allefwmx cny-
Yasix HabnogaeTcs yMepeHHas amnataums obomnx xeny-
0o4koB [50]. B otnndme ot runeptpodum JIK y 6onbHbIX,
OUTENbHO MONyYalolWwmx reMoamanns, Mmokaps npw
NEePBUYHOM TNEPOKCanypun XxapakTepusyeTcs HEOAHO-
POAHBIM KPanyaTblM 3XOMOTHbIM CBeYeHMEeM, Hanboree
3aMeTHbIM B ManunaapHblx Mbeiwuax [50,51]. B cambix
NO3AHWMX CTafMsx 3a0oneBaHus NPy KOMMbIOTEPHOM TO-
Morpai MOXHO BbISIBUTbL LEMNO3KTbl OKCanaTa B BUAE YU~
NeHHOro 3aTyxaHua Mrokapda (puc. 4). Habniogaetcs Bbl-
paXxeHHoe yxyaLleHne AMacTONMYeCckon MyHKLMUN C No-
BbILUEHMEM JABNeHNSA HAMOMHEHNS U KaPTUHOM PeCTpUK-
TUBHbIX HapylleHnn 3anonHeHus [49,50]. Y OonbHbIX
00bI4YHO NMOABNAIOTCS NMOSHAN aTPUMOBEHTPUKYNSPHas 6no-
Kafa V1 XeNyno4KOoBble HapyLUeHMs MPOBOAUMOCTH, KOP-
penvpytoLime ¢ Anddy3HOM OOLLIMPHOM MHDUNBTPALMEN
oKcanaTom npoBoAdLen cuctembl cepaua [50,51]. Bonb-

PucyHok 4. KoMnbloTepHasi TOMOrpaMma rpyaHon KneTkum
(6e3 KoHTpacTMpoBaHUS)
BuaHo ycuneHHoe 3aTyxaHne Mnokapaa (nokasaHo cTpenkon),

COOTBETCTBYyOULEE 3HAYNTENDBHOMY HaKOMJeHUIO OKcanaTa

Taxk komnnekca QRS MoxeT ObITb MO0 yBENHYEHHbIM, NGO
HOPMarbHbIM B CBA3M C aCUMMETPUEN 1 FeTEPOreHHOCTbIO
nopa>xxeHnsa M1MoKapAa, NPUBOIALLMMK K HETOYHOMY OT-
PaXXeHWo UCTUHHOW rnepTpodunm [51].

OueHKM 3P HEKTUBHOCTU eXeJHEBHOIO reMomanmsa
NN KOMOMHWPOBAHHOW TpaHCMNaHTaLMM NMeYEHN 1 Nnodek
LN ynyyiieHus 6anaHca okcanaTa U 0bpaTHOro pa3suTns
3XOKapAMOorpaumyeckmx HapyLeHUn NpoTMBOPEeYMBbI
[51,52].

Mykononncaxapupo3bl. Mykononmcaxapnoosbl npea-
CTaBMAOT BPOXAEHHble HapyLLeHns MeTabonnsma, Casi-
3aHHble C 0edULUTOM N30COMaSIbHbIX (DEPMEHTOB, KO-
TOpble pacLLennsioT MUKo3aMUHOTMKaHbl [53]. Hakon-
NeHMe YaCTUYHO pPacLUenieHHbIX MYKOMOIMCaXapyLoB
NPensTCTBYeT HOpMalbHOW paboTe KNETOK 1 MPUBOLMUT K
Pa3NV4HbIM KNMHUYECKMM NPOosBReHMAM. ST1 3aboneBa-
HUSA NepefatoTcs No HaceacTBy ayTOCOMHO-PeLEeCCBHBIM
006Pa3oM 1 NOPAXKAIOT MY>XKHUH N XKEHLLIMH B PaBHOW CTe-
neHn [54]. B 3aBUCMOCTM OT TUMNa MyKOMOJIMcaxapuao-
3a Y 6OSIbHBIX MOTYT ObITb HOPMaITbHbIN UHTENNEKT U [y -
Ookas yMCTBEHHAsA OTCTaNOCTb, 33eP>KKM PA3BUTUS 11 Cepb-
e3Hble NoBefeH4eckmne npodnemsl [55]. MopaxeHne cepa-
La BcTpedaetcs novtn B 100% BCex TMNOB MyKOMonmca-
XapWIi030B, HO Harbonee Taxenas NaToNorMs cepala Ha-
bmopaetcs npu | Tune (cuHagpom Hurler-Scheie) [56]. 3a-
MeTHOe YTOJILLEeHMe KJTanaHoB cepaLa, Anddy3Hoe cyxe-
HMe KOPOHapPHOW apTepuK, yTONLLEHE MUOKaPAa U BTO-
PUYHAA flIerovHaa rmnepTeHsna ABNAITCA TUMNYHBLIMN
npossneHnamu [12,56]. BHayane BO3HMKaeT acMMMeT-
pUYHasA rmMnepTpodma NeperopoKkn, a 3aTeM yTosiLLeHne
knanaHoB [56,57]. Yale nopaxatoTcsd MUTPaSbHbIA U
a0pTaNbHbIN KNanaHbl C MOABNEHWEM HeLOCTaTOYHOCTU
n/nnm cteHosa [56] (puc. 2). Cuctonmyeckas dyHkupms JIK,
KaK npaBunno, HopMarnbHas [56]. nekTpokapanorpadu-
yeckue npusHaku runeptpodum JIXK HeTunuyHel [53,56].
Manbi BonbTax koMnnekca QRS MoxeT ObITb 00yCIoB-
NeH MAOXOM NPOBOAMMOCTBIO MMIOKO3aMUHOMNKAHOB
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[56]. VI3penka MOTyT permcTpupoBaThCa 3afep>Kka BHYT-
pUKenyno4KOBOW NPOBOAVNMOCTU UM 31TI0KaYeCTBEHHbIe
aputMum [56].

[na AnarHoCTrKa 4acTo LOCTaTOYHO PEe3yNbTaToB K-
HMUYeCKOro OCMOTPa M aHanmn3a Moy (M36bITOK MyKoMo-
NNCaxapuaoB IKCKPETUPYETCA C MoYon). MiccnegoBaHme
hepMeHTOB (TeCTUPOBaHME Pa3NYHbIX KIETOK UMW XL
KOCTen opraHm3Ma B KyNbType AN BbIABIeHUA HeJoCTa-
TOYHOCTW (PEPMEHTA) UCMOSb3YeTCs 7151 OKOHYATENbHOIO
AMarHo3a T1na MyKonosmcaxapuaosa. Y naumeHToB C T4-
XKenbIM MOPaXXeHNeM MWUTPasnbHOro KianaHa ycnewHa
3aMeHa KanaHa [58,59]. B nccnenoBaHmax Kak y 4eno-
BeKa, Tak M y XMBOTHbIX ObIIO MOKa3aHO ynyylleHue
CTPYKTYPbI 1 DYHKLMM CepaLia Mpy 3aMecTuTeNnbHoM dep-
MeHTaTVUBHOM Tepanum 1 TPaHCNNaHTaLMM KOCTHORO MO3-
ra [60,61]. CMepTb HAaCTyNaeT PaHO M YaCTO BO3HUMKAET B
pe3ynbTaTte cepae"HO-COCYANCTbIX OCNIOXHeHNM [12,56].

NHpUNbTpaTUBHbLIE KapANOMMONATUU, KOTOpPbIe
MOXOXW Ha ULLEMUYECKYIO MW HEULLEMUYECKYIO
AMnaTauMoHHYI0 KapanoMuonaTuio

Capkounpos cepaua. Mpy 3ToM rpaHyneMaTo3HoM 3a-
DoneBaHMK, Kak NPaBKno, NopaxatoTcs basanbHas YacTb
NeperopofKm, aTPMOBEHTPUKYNAPHBIN y3en 1 nyyok M1ca,
oTheNbHble y4acTKM CBODOLHOWN CTEHKM Xeny[oyKa 1 na-
NUANSPHble MblWLbl. [posBneHUs, XapakTepusyloLme
capkowao3 cepfua npu ABYyMepHOM 3XOKapauorpadu-
4eCKOM MCCIeloBaHNM, BapbMPYIOTCS B 3aBUCUMOCTU OT
AKTVIBHOCTM 3a00MeBaHWISA U BKIIOHAIOT Kak YTOSLLIEHME CTeH-
kv (>13 MM) 3a CHeT rpaHyNeMaTo3HbIX U3MEHEHUI, Tak
W YMeHbLUEHWE TONLLMHbBI CTeHKM (< 7 MM) 13-3a hrbpo-
3a. Mpw peTpakumm y4actka prbpo3a MOXXeT pa3BMBaTbL-
€Sl aHEBPM3Ma CTeHKM, 0COBEHHO Y OONbHbIX, NEYMBLUVIX-
ca KopTukocTepouaamn (puc. 5). Jpyrie 3xokapamo-
rpaduyeckmne NpusHaky Npu capkomnaose cepaua: Hop-
MasbHble UK pacLUMPEHHbIe MOIOCTY XXenyLo4KOB, HOp-
ManbHas UM CHUXEHHas cuctonuyeckas yHKUms, To-
TanbHas UK cerMeHTapHas r’MNoKMHe3s 1 paBHOMEPHOe

YTOJLLEHMe 3HO0KapAa NIeBOro 1 NpaBoro npeacepams
[62,63]. CermMeHTHble HapyLLEeHUs COKPaTUMOCT MUOKapAa
No NoKanusauum He COOTBETCTBYIOT KakKom-nnmbo 30He
KOPOHapHOro KpoBoCcHabXeHWs [64]. B oTnnyme oT namo-
naTu4yeckon aunaTaloOHHOW KapaAMOMMONaTUN CErMeH-
Tbl C OUCKMHE3NEN UNN aKMHEe3Ven nepemMexatoTcs C
y4acTKkaMy HOPMOKUHE3a, HTO MPYBOAUT NPW CApKOUAO-
3e K HepaBHOMEPHOMY [BVXXEHMIO CTeHKU [65]. MNopake-
HWe nerkmx sctpedaetca y 90% naLmeHToB C capkomao-
30M, W Hann4me NeroYHom rmnepTeH3nm — 310BELLMI NpU-
3HaK 1 OCHOBaHWe AJ14 HanpaBfieHUs Ha TPaHCMaHTaLMIo
nerkmx [66,67]. MNoatomy gonnnepaxokapamorpaduryeckoe
nccnenoBaHye LOMKHO BKITIOHYaTb OLEHKY IErO4HOrO AaB-
NeHVIA 1 OYHKLM MPABOTo XKeslyAo4Ka A4 BbIABNEHNA paH-
HUX NMPU3HAKOB NTErO4HOM rMNePTEH3UN.

13-3a pa3HOOOpasus sxokapamorpauyeckmx npo-
SIBMEHN cCapkouao3a cepiua ABYXMepHas 3XOKapAuo-
rpadus He4yBCTBMTENbHA M HEOOCTAaTOYHO CNeLdUYHa O
BbISIBNEHWS paHHMX U HEOOSbLLIMX YHaCTKOB MOPaXKeHs
MVoKapAa [68]. MarH1THO-pe3oHaHCHas ToMorpadus, ycu-
NeHHana KOHTPACTOM, W MO3UTPOHHO-3MUCCUMOHHasA To-
Morpadus ¢ MedeHom 18-F-dhTop-2-ae30KCurnoko3omn 6o-
nee YyBCTBUTENbHbI, U pe3yfbTaTbl UCCNeoBaHWN, NO-BU-
OVMOMY, KOPPENUPYIOT C TAXKECTbIO 3aboneBanus [68,69].
B oTnn4me oT MwemMmnyeckomn KapanuoMmonatim, npu Ko-
TOPOW OTCPOYeHHOe HakoneHwe [T Bcerfa 3axBaTtbiBaeT
cyb3HOoKapamanbHble ComM C pa3HoW CTeMeHbIo TPaHC-
MYypanbHOro pacnpocTpaHeHns, Npy capkoraose cepaLa
OTCPOYEHHOe HakorneHme [Tl HepaBHOMEPHO 1, Kak rnpa-
B0, 3aTparBaeT Da3anbHble 1 6oKoBble cTeHkn JIK [70].

Ha KT vacto HabnopgatoTcs aTunmuyHas KapTuHa nH-
apkTa MroKapZa U aTpUOBEHTPUKYNsApHas Grnokanda
OncTanbHee nyyka [vca [65,68,71]. B otnndme ot ngmo-
naTMyeckon AmnaTaumoHHOM KapaAmMoMMonaTim TpeneTa-
HVYe unn GubpunNaUMa Npeacepanin HETUMUYHBI ONs
capkonposa cepgua.

PaHLOMM3MPOBAHHbBIX KOHTPONMPYEMbIX UCMbITAHNN,
KoTopble obecneynBany Obl YeTKME pPeKOMeHAALMUM Mo

Capkounpos

FemoxpomaTo3

OunnataunoHHas Ka ponommonaTma

PucyHok 5. 3aboneBaHus ¢ gunatauuen neBoro xenygoyka u MHGapKkTonogoobHbIMY M3MEHEHMAMM MUOKapaa
Bo Bcex Tpex cnyyasix HabntopaeTca aunaTtaLms NeBOro Xenyaodka ¢ NioxXon CMcToM4eckon hyHKLUMEN 1 MOBbILWEHHbIM JaBleHNneM

3anoJIHEHUA, XapaKTepusyrumnmca yeeindyeHmem neBoro npeapcepansa. I'IpM capkoungose cepgua Ha6J'IIOﬂ,aETC9I aHeBpU3Ma BEPXYLLUKU

cepaua
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neYyeHuIo CapKomao3a C NopaXkeHeM cepaua, HeT. Takmm
00pazom, Tepanus AoMKHa ObITb NOAAEPXKMBAIOLLEN 1 Cle-
LytoLLEen OOLLWIM NMPYHLMNAM nedeHms capkomnao3sa [62,72].

lpaHynemato3 BereHepa. [paHynematos BereHepa xa-
PaKTEPU3YEeTCH HEKPOTU3IUPYIOLLMM FPaHyNeMaTO3HbIM
BOCMaNleHneM C BaCKyIMTOM, MOPaXatoLLmMM MHOrMe Cu-
CTeMbl OPraHoOB, MPEUMYLLIECTBEHHO BEPXHWE N HVKHIE Obl-
xaTenbHble Myt 1 nodkn [73]. Mpn HabnogeHun 85
OOMbHbIX C NOATBEPXKAEHHBIM AMArHO30M rpaHynemMaTo-
3a BereHepa, KOTOpPbIM NPOBOAMNOCH 3XOKapAMOrpadu-
Yyeckoe nccneaoBaHmne, y 26 6onbHbIX (36%) Obino nog-
TBEPXKIEHO NopakeHue cepLa, CBf3aHHOE C 3TUM 3abo-
nesaHweM [74]. JlokafbHble HapyLLeHNA ABUXKEHUA CTeH-
K11 BbInn BbisiBNEHbI Y 17 BobHbIX (65% ), yMepeHHas MIAT-
panbHas peryprutaums —y 14 6onbHbIxX (54%), cucto-
nnyeckas amuceyHkums JIK —y 13 6onbHbix (50%) 1 3Kkc-
CyOaTUBHbIN Nepukapamnt — y 5 6onbHbIX (19%) [74]. Y
DorbHbIX C MOpaXkeHWem cepALa NeTanbHOCTb Obina 6o-
nee BbIcokon (46%), 4eM y BorbHbIX 6e3 BOBNEYeHMs cepa-
ua (39%) [74]. Capkonaos cepaLa nofo3peBaeTcs, Ko-
raa o4aroBble HapyLUeHWS OBUXEHNS CTEHOK cepaLa He
OrpaHNYMBaIOTCS TEPPUTOPUEN, COOTBETCTBYIOLLIEN 30HE
KPOBOCHa0OKeHst KOHKPETHOW KOPOHaPHOW apTepuin, 1 Ha-
OnOaloTCs Y OTHOCUTENBHO MOJObIX OECCUMMTOMHbIX
OONbHbIX C HU3KMM PUCKOM CepAeYHO-CoCyanCTbIX 3a60-
neBaHum [74]. OTcpoyeHHoe HakonneHwe M npu MPT Ha-
Oniofaetcs B bosbluen Mepe B CPEAHMX CIIOSX CTEHKM, YEM
CyO3HOOKapAMANbHO, YTO OObLLIE COOTBETCTBYET (hOPO3Y,
4yeM MHPapKTy Mmokapaa [75].

JleyeHue rpaHynemato3a BereHepa TpebyeT Mexamc-
UMnaVvHapHoro noaxona. Jliobon cnyyan rpaHynemartosa
BereHepa ¢ nopaxkeHveM cepaLia paccMaTpUBaETCH KaK «Tsi-
enoe» 3aboneBaHue, yrpoxatoLLee Xmn3Hu 6onbHOro nnm
HecyLLiee HeNMoCpeaCTBEHHYO ONacHOCTb HeODPATUMOTO Mo-
BPeXAeHMA NOpaXeHHOro opraHa [76]. [MoKoKopPTHKO-
cTepouibl U umknopochamMmna OCTaloTcA CTaHOapPTOM
nevyeHns 4ng NHOYKUMM PEMUCCUN.

FemoxpomaTo3s. [emMoxpomaTo3s — OonesHb nepe-
rPy3KM XXenesoM 1M HaKoMIeHNs xenesa, xapakrepu-
3YI0LLASCS HAaKOMNEHNEM N30bITOYHOrO XKene3a B KieTkax
Pa3IMYHbIX BHYTPEHHMX OPraHoB. 3TO MOXET ObITb pe-
3yNbTaTOM reHeTMYecknx aecekToB (HacneacTBeHHbIN
reMOXpOMaTOo3) UMK BTOPUHHBIM NPOsABEHNeM (BTOpUY-
HbIl reMoxpomatos) [12].

FemMoxpomatos cepaua (xkenesHoe cepaue) — 3abo-
NeBaHWe cepaLa, KOTopoe XapakTepusyeTcs CUCTonm4e-
Ko amcdyHKUMen. JTnib B peakmx cflydasix OHO Mpo-
ABNSETCS NPENMYLLECTBEHHO AMACTONMYECKON ONCHYHK-

uven. IByxmepHas sxokapamorpadmns He NO3BONSET OT-
NNYUTL FEMOXPOMATO3 CepALa OT MAMONATUHECKOW AMU-
naTaumoHHon kapamomMmonatim (puc. 4). MPT cepaua mMo-
XeT 0OHapYXXNTb U KOMNYECTBEHHO OLEHUTb MHPUILT-
paLuio MUOKapaa Xene3oMm, UCMonb3ys T2-B3BeLUeHHble
MarHUTHO-pPe30HaHCHbIe 30bpaxeHuns [77,78].

BonbTaxX 1 npofofiKmuTensHoCTb koMnnekca QRS, kak
NpPaBuIO, COXPaHeHbI, TaK Kak OTCYTCTBYET BblPaXKeHHbIN
r1bp0o3 1 B 3HAYNTENIbHOM CTEMEHM COXPAHEHbI Kapamo-
MUWOLMTBI, @ XXene3y HeCBOMCTBEHHa MPOBOAMMOCTb [79].
B no3oHux ctagumsax 3abonesarus Ha IKI MoryT ObiTh 13-
MeHeHWs (HU3KMM BonbTax kommnekca QRS) ¢ HapyLe-
HUAaMK penonapmsauunn [79].

Buoncus neveHn nossonseT TOYHO YCTaHOBUTL Ha-
KonneHue xenesa [80]. [Mpn PyHKUMOHANbHbBIX HapyLLe-
HMAX, CBA3AHHbIX C BOB/IEYEHMEM CepALLa, SHOAOMUOKAP-
LManbHas B1oncKs TKaHer NPaBoro Xenyao4yka no3eonser
BbIABNTb OKPALLMBAEMOE CapKOoMia3mMaTnyeckoe Xeneso,
KOTOpOe B HOpMe B cepaue He onpegensetcs. Co Bpeme-
HeM 4Ype3MepHoe HaKOoMJeHWe CapkKoniasmMaTn4eckoro
Kenesa MOXET NPMBeCTU K AiereHepaLm MUOLIMTOB U He-
rpy6omy nHTepctrumnansHomy drbposy [12]. Ectb foka-
3aTeNbCTBA, HTO NCKITIOYEHME MHOMOYNCTIEHHDBIX NEepenm-
BaHW KPOBW, KPOBOMYCKAHWS 1 Tepanms KOMMNIekcoob-
pasyloLWyMU/ NpenapaTamm MoryT CnocobCTBOBaTh yMeHb-
LUEHMIO BbIPa>KEHHOCTU HapyLUeHN CepaLa, CBA3AHHbIX
C HakonneHvemM xenesa [81-83] (puc. 3). HekoTopbiM
OOoNbHBIM MOXeT NoTpeboBaTbCs KOMOUHUPOBaAHHAs
TpaHCNIaHTaLUma nevyeHn 1 cepaua [84].

3aknoyeHue

NHpUNBTPaTVIBHBIE KAPAVNOMMONATUN NPEeACTaBNAT
cobow pasHopodHyto rpynny 3aboneBaHu cepaua, Ko-
TOpble XapaKTepU3yIOTCs OTNIOXKEHWEM aHOMasbHbIX Be-
LLLeCTB B TKaHW CepALia, BbI3bIBAIOLLMM AMACTONNYECKYIO M
pexe — CUCTONMHECKYIO ANCHDYHKLMIO CTEHOK XXeyA04KOB.
XoTd aMunonaos cephua oObIHMHO NMPUBOAST B Ka4ecTse
NPOTOTMNA MHUNLTPATVBHBIX OONe3Her cepaua, 3To 3a-
boneBaHWe He MpefCTaBASET BCEro pa3Hoobpasns MH-
uUnbTPaTUBHLIX 3aboneBaHNN. Tak Kak MHDUNLTPATUB-
Hble 3a00neBaHNs cepfilia OTHOCUTENBHO PEAKM, a X K-
3nonornyeckme 1 Mopgonormyeckne xapakTepuctkm
BapuabenbHbl, MPU HAX HepedKy AMarHoCTHecKme owmo-
ku. Jonnnepaxokapauorpapuyeckoe nccieqosaHue 1 KT,
a B HeKOTOpbIX cinyyasx MPT cepaua B co4eTaHNM C KK~
HUYeCKMMM NPOSIBNEHNAMM UMEIOT OCHOBHOE 3Ha4eHMe ANs
TOYHOW AMAarHOCTUKM 1 MAIaHMPOBAHWSA COOTBETCTBYIOLLLE-
ro neYyeHms.
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