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MDKAUCLUNNIHAPHI MPOBJIEMU « JIEKLIA
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AMunougo3 cepgua: mpyqubli guazxo3

—o—

Amunounpos — 310 rpynna 3a60eBaHU, NPU KOTOPbIX B OJHOM U/TIU HECKOJIbKUX OPraHax Habnogaercs
OTNIOXXEHUE aMunoupaa — oco6oro 6enka GuGpPUNNIPHON CTPYKTYpbI. Y YenoBeKa onucaHbl 6onee
20 pasznuuHbIX 6eNKOB-NpPeALIEeCcTBeHHUKOB AMMUIIOUAA, CMOCOBGHBIX AenOHMPOoBAaThes B GubpunnspHom

MaTpUKce onpepesieHHbIX TKAHEeM.

BriepBbie TepMuHBI amylon wiu amylum B 3HaAYEHUU «pacTH-
TeJIbHBII KpaxMasl» UCMOb30Bal B 1838 . HeMenKuii 60TaHuK
Martuac llneitnen, B 1842 r. K. Pokuranckuii mprMeHWI Tep-
MUH «aMWJIOW/I» TIPU OTMCAHUM YBEJTUUCHHOI MEeYeH! U cesie-
3€HKHU y OOJIHBIX C XDOHUUECKMMU 3a00JIeBaHUSIMU TIPU TaK Ha-
3bIBaeMoii canpHOl Oone3nu. B 1854 . P. BupxoB mcmosb3oBai
fon Al OKpallMBaHUSI M BBISIBJICHUST Ha CBETOONTUYECKOM
YPOBHE BEILIECTBA, OTKJIAIbIBAIOILIETOCS B TKAHSAX Y OOTbHBIX Ty-
OepKyse3oM, cuduiIrncom, akTMHOMUKO30M [2]. B manpHeiimem
Obl1a ycTaHOBJIEHA O€JIKOBas MPUPOAA aMUJIONIA W TOJBKO 4e-
pe3 100 eT ¢ moMoIIbI0 3JEKTPOHHOTO MUKPOCKOIIA TTOKa3aHa
ero hudbpwIsipHas cTpykrypa [27].

B skoHOMMYECKM Pa3BUTHIX CTPaHAX yalle BCTPEYAIOTCS TPU
OCHOBHBIX THITa aMUJION103a, KOTOPbIE MOPaKaloT CEPJLIE: aMU-
JIou103 Jerkux 1eneit (AL), CeHUIbHBII CUCTEMHbII aMUJIOUA03
(SSA) u cemeitnniit amunonno3 (FAP), mociennmii yaie Bcero
SIBJISIETCS PE3Y/IbTATOM MYTallMM TPaHCTUPeTHHA. B paszBuBaio-
HIMXCS cTpaHax 0ojiee pacrpoCTpaHeH BTOPUYHBINA aMUIOWI03
(AA), BO3HMKAIOIINI KaK CIEACTBUE XPOHMUYESCKUX MHGMEKIIMIA
1 ux Hea(hdEKTUBHOTO JeYeHUs. Y JIMIl MOXUJIOTO BO3pacTa
BcTpeuaetcs IAA. Topa3no pexe BBISBASIOTCS BApUaHThI aMIJIO-
U033, He CBSI3aHHbBIC C MyTallMell TPAHCTUPETHHA: UX TPUUU-
HOI1 MOTYT ObITh MyTallMK (PMOPUHOTEHA, alIONPOTENHA U JIKeJT-
conauHa [8]. HekoTopbiMU y4eHBIMU BBIAEJSIETCS] aMUJIOUIO3,
ACCOLIMMPOBAHHBIN C TEMOIUATM30M. DTU pejIKre TUIIbI 3a60J1e-
BaHUsI MOTYT MIPUBECTU K 3HAUMTEILHOMY TIOPAXXEHUIO Cep/ila.

Cepaue SBISETCS JOMUHUPYIOLUIMM OPraHOM-MUIIEHBIO TIPU
CUCTEMHOM aMWJIOUI03€, HO TIPU HEKOTOPBIX (hopmax 3abosieBa-
HUS BCTPEYAETCSI €0 M30JMPOBAHHOE TOpakeHue. Y MallueHTOB
C aMUJIONI030M, MOATBEPKICHHBIM HeKapauaibHOI OMOTICHeit,
BOBJIEUEHME CEpAlla TONTBEPXKAACTCS WM TOJOXUTETbHBIMU
pesysnbrataMy OMOTICMM MMOKapfa, M/Wiv yBeIUYEHUEM TOJ-
IIMHBI CTEHOK JieBoro xxemynouka (JIXK) (MexokenynoukoBoii me-
peropoaku >12 MM) MpU OTCYTCTBUM apTepUaTbHOM TUIIEPTEH-
3UM WM IPYTMX BO3MOXHBIX MPUYMH UCTUHHOM TUnepTpodun
JEK (X MexayHaponHblii cuMno3uyMm 1o amuaounosy, 2004)
[13,17].

BakHBIM BOIIPOCOM OCTaeTCsl paHHSISI IMATHOCTUKA aMUJIOW-
11032, TaK KaK MY HATMYUY KJIMHUYECKU 3HAUMMBbIX TOPaKeHU I
cepliia MporHo3 KpaifHe HeOJAronpusiTeH B CBSI3U C OBICTPHIM
nporpeccupoBaHueM 3aboseBaHus. [Ipy OoTCYTCTBUUM anekBart-
HOTO JIeUEHHUs YTOJIIEHUE CTEHOK MuoKapaa y OOJbHBIX C
AL-aMMI0MI030M MOXET 3HAUMTENBbHO MPOTrPeccupoBaTh — 10
1,45 — 2,16 MM/Mec ¥ IPUBOAUTDL K Pa3BUTHIO 3aCTOMHOI cep-
JIEYHOI HEIOCTATOYHOCTH M CMEPTH B TeyeHume 6 mec [25].
[pu mo3aHelt AMarHOCTHKE 001ast TSKECTh COCTOSIHUS 3THX Ta-
IIMEHTOB HE TI03BOJISIET POBOAUTH UM COBPEMEHHOE 3(hheKTUB-
HOE JieueHe (MHTEHCUBHASI XUMUOTEPArus ¢ TpaHCIITaHTalluei
CTBOJIOBBIX KJIETOK, TPAHCIUIAHTAlIMsI OPraHOB: Ceplia, MeYeH!
win nouek) [39]. ToyHoe TMUMMpPOBaHME aMUJIOUIHBIX OTIOXKE-
HUI UMEET MePBOCTENEHHOE 3HAYEHUE [Tl HA3HAUEHMSI COOTBE-
TCTBYyIOLIEH Tepanuu. Tur aMmuiaoua, CTerneHb BOBICUSHUS Op-
raHa B MaToJOTMYECKUI TIPOLIECC, a TAKXE OTAeTbHbIE MyTalluu
OTIPEeNesISIIOT BapUaHThl JIEYEHUS, KOTOPOE MOXKET OCyIIec-
TBJISITHCS TOJIBKO B CTELUUATM3UPOBAHHBIX OTIAEIECHUSIX, UMEIO-
LIMX OTPEETCHHBIN OMbIT IMATHOCTUKY U JIEUEHUS 3TOTO 3200-
JICBaHUSI.

Tunbsl amMunouga, BRUSHUUE HA CEpgue
AMMUAOUAQ3 AECTKMX Lienei

AL-amunon03 (MepBUYHbBIN, UIMOMATUIECKUIT aMUIONI03)
BCTpeYaeTcs MPUMEPHO OJMHAKOBO YaCTO Y MYKYMH U XEHIIKH,
Kak IpaBWjIo, B Bo3pacte crapue 50 jetr. PacmpoctpaHeHHOCTD
AL-amumronmo3a, o JaHHBIM HalmoHaIbHOTO LeHTpa Me I~
Hekoit cratuetuku CIIA, cocrapiser 4,5 ciydas Ha 100 ThIC.
Poct 3aboneBaeMocTH, CTaHIapTM3UPOBAHHBIA IO BO3pPACTY,
cocraBisgeT 5,1-12,8 Ha MWUIMOH YeJIOBEKO-JIET, YTO COCTABIISET
npuMepHo 3200 HOBBIX CJTyJaeB B TOJ.

OcHoBoit pazputust AL-amuionnosa sSBaseTcsa aehekT Mo-
HOKJIOHAJIbHBIX TIOMYJSALMIA TIa3MaTUueckKux MiM B-kieTok
KOCTHOTO MO3ra, KOTOpble HAaYMHAIOT MPOJYLUPOBaTh aHO-
MaJIbHBIM MapanpoTerH, 00Jamalolinii aMUTOUAOTEHHOCTbIO.
[IpenmectBeHHUKU AL-amunouga — jerkue Uernu MOHOKJIO-
HaJIbHOTO UMMYHOTIJIOOY/IMHA (Jalie A-, pexe K-THUIOB). YcTa-
HOBJIEHO, 4TO CyObeauHuUlbl AL-bubpuiaspHoro Oejaka co-
CTOSAT B OCHOBHOM U3 BapHaOeIbHBIX yIaCTKOB JICTKUX IIeTICH.
YacTo HabM0maeMble 3aMEHBI OTICIbHBIX aMUHOKHMCIIOT B Ba-
puadeIbHBIX yUacTKaX, 00yCIOBIMBAIOT AeCTA0MIN3AIIMIO 3TUX
MOJIEKYJI, TIOBBIIIIAst BEPOSTHOCTh 00pa30BaHMsI (PUOPUILT aMU-
nouna [1]. I1pu aTOM AMCKpa3us TIa3MaTUIECKUX KIETOK I10-
II0OHa TOi, KOTopast HabJoIaeTcs P MHOXECTBEHHOM MuUe-
JIoMe, HO OTJIMYaeTcs oT Hee. MueaoMa MOXeT COMyTCTBOBATh
AL-amunoungosy B 10-15% ciayuaeB, Kak OTAeJbHOE, Mapaj-
JieibHOE 3a00J1eBaHMe TIa3MaTUUECKUX KJIeTOK U TIpejiBelaeTr
ILJIOXOW MPOTHO3.

OCHOBHBIE OpraHbI-MUIIeHU Tpu AL-amuionnose: ceprue
(60-90%), mouku (74%), nevyenb (27%), nepudepuyeckas
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HepBHast cuctema (22%) W BereTaTMBHAs HepBHas CHUCTEMa
(18%). CunapoM KaprajibHOTO KaHajia (CAaBleHUe CPETUHHOTO
HepBa OTJIOXKEHUSIMU aMUJIOUIHBIX MacC B 00J1aCTH KaprajibHOI
CBsI3KM) BeTpevaetcs B 20% clydaeB M MOXeET ObITh epBOii Ma-
Hudecranueit 3a001eBaHKsI B TeUeHNE MHOTHX JIET. Y OOJIbIINH-
cTBa ManueHToB (69%) npu AL-amuionio3e B TaTOJTOTMYECKUIA
MPOIIECC BOBJICYEHBI HECKOJIBKO OPraHOB, KApAWAIbHbIE CUMII-
TOMBI UMeIOT 0Kosio 20% 3TuX GOJNBHBIX, U ~ B 5% ciydyaes
BCTpeYaeTcs M30JMpoBaHHOE TopaxeHnue cepaua [21]. [pu oT-
JIOKeHUU aMUJIOMIA B COCYyIaX, 0COOEHHO MEJKUX COCylIaX MUO-
Kap/a, MOXET TIOSIBUTBCSI CHMITTOMATHUKA KJIaCCUYECKOW CTEHO-
Kapauu HarnpsbkeHus. Hanuue aMuioniosa cepiia ykasbiBaeTt
Ha HaUXY/IIIAA TPOTHO3 MO CPABHEHUIO C MOPAKEHUEM IPYTHX
opraHoB. Cpe/iHsisi BBIKMBAEMOCTb TaKUX OOJbHBIX COCTABIISIET
13 Mec Oe3 JieyeHNs ¥ MOXKET YBEIMIMBAThCs 10 17 Mec TIpu 10~
CTOSTHHOM TIpreMe MelidhallaHa 1 IPeTHU30JI0HA, a TIPU HATTUIUN
CHMIITOMOB CEepAEYHOI HETOCTATOYHOCTH — OKOJI0 6 Mec. Tomb-
KO Y 5% OOJBbHBIX OTMEYAIOT BBDKMBaeMoCTh 10 10 set [26].

buoncusi kocTHOro Mo3ra HeoOXoaMMa Ui TOTO, YTOObI
OTPEAENUTD MPOLEHT M1a3MaTUUECKUX KIETOK U HAIMUME MHO-
ecTBeHHO MuenoMbl. [Ipu AL-amunonno3e oH OOBIYHO CO-
crasisiet 5-10%, unorna no 20% (B Hopme <4%). [Tnasmaruuec-
KHe€ KJICTKU MPOAYIMPYIOT UMMYHOTJTIOOYIMHBI K- WM A-U30TH-
OB, KOTOPblE MOIYT ObITh BBIABIEHBI ~ y 92% mNalMEeHTOB.
Cyl1ecTByeT npeobiagaHue JIeTKKX Liereil A Hal K B COOTHOIIEe-
Hun 3:1 mpu AL-ammnoupose [3], a mpu Muenome, OOBIYHO,
HabmogaeTcss oOpaTHOe cooTHolleHue (2:3). YV OONBHBIX ¢
AL-aMuion1030M YMCIIO MJ1a3MaTUYECKUX KJIETOK, CTENeHb X
KJIOHAJTbHOCTU, KOJMYECTBO JIETKUX LeTeil W WX WM30TUIIOB
CBSI3aHBI C BBIKMBAEMOCTbIO.

IporHo3 npu AL-amuiionio3e HeOIAroNPUSITHBIA.

CeHMAbHbIN CUCTEMHbIH AMUAOUAO3

benxom-nipeniiectBeHHUKOM (SSA) SIBJIsSIETCSI HEMYTAHTHBIIHA,
«uKuit» (wild-type) TpaHCTUPETUH, KOTOPbIM OTKJIaIbIBaeTCs
MPEUMYILIECTBEHHO B cepjlle. BapuaHThl cTapueckoro aMuaou-
no3a — nud@y3Hble UHTEPCTULUATbHBIE PUOPUIISIPHBIE OTJIO-
SKEHUST B MUOKAp/Ie, MYJIbTU()OKAIbHBII MACCUBHBII aMUJIOUI03
MUoOKapaa, 1udQy3HbIi UHTEPCTUIIMATBHBINA CeTYaThlid (ICeB-
JOTUTIEPTPODUUECKUIT) KapaualbHbIl aMUJIOUI03, aMUJIOUI03
KOPOHApHBIX apTepuil (MYJIBTUHOMYJISIPHBIN CTEHO3MPYIOIINI
KOPOHApHBII aMUJIOMI03) U aMUJIOUA03 aopThl. [lopaxeHue
cepaia Mpu CTapueckoM aMUIOMI03€ KIMHUYECKM 4acTo He
nposisiercs [17]. B nenom 3aboneBanue (He MMest TAaTOTHOMO-
HUYHBIX CUMITOMOB) TIPOTEKAET MOJ MACKOW CaMbIX Pa3TMUHBIX
COCTOSTHMI M TPUHUMAETCS 32 TUMIEPTPOPUUECKYIO KapIUOMHUO-
natuio (F'KMII) unu uimemuyeckyto 6one3ns cepaua (MBC).
Yamie Bcero SSA — 601€3Hb MyKYKMH CTapiie 65 JieT, y 1M1 cTap-
nre 80 JIeT ero pacrpocTpaHeHHOCThb Kosebetcs ot 25 10 35%.
B penkux ciyyasx 3a0osieBaHUEe HAYMHAETCS B MOJIOZIOM BO3pac-
Te; 9TU MAIMEHTHI, KaK MPaBUIIO, HYKIAI0TCS B TIEpEcajiKe cepii-
ma [18].

Kak cnenyer u3 HasBaHus, 9Ta dopMa aMUIOUaa AEHCTBU-
TeTbHO MMEET CUCTeMHOEe pacripoctpaHeHue. Kpome cepmia
1 JIeTKUX, SSA HaXO[ST TakXKe B XKeJTyI0YHO-KUIIEUHOM TPaKTe,
MeYeHHU, Cele3eHKe U SHIOKPUHHBIX XKeJle3aX, a TakxKe KOCTHOM
Mo3re u s3bike. [lopaxeHue moyek BCTpevyaeTcs pexe, HO Hapy-
1ieHue uxX (yHKLIKMKY MOXKET BOZHMKATh Ha 00Jiee MO3IHUX CTaIk-
sIX 3200J1€BaHUsI, KOTIa CeplleuHblii BRIOpOC oueHb HU3Kuit. Oc-
HOBHOE TMpOsIBJIeHUE 3a00eBaHMsI, TOYTU BCET/Ia, — 3aCTOMHAs
cepleyHas HeloCTaTOuHOCTh. [To gaHHBIM ayTorcuu, y 22-36%
moneit crapiie 80 BBISIBISIIOT OTJIOXKEHUSI aMAJIONIa B MUOKAp-
1ie, HO 3TOTO, KaK MpaBUJIO, HEMOCTATOUHO, YTOOBI BIMSITH Ha
CEepIEYHYIO JIeSITeTbHOCTh. SSA MMeeT MeUJIEHHO TPOTrPeccupy-
Iollee TeYeHUe, U CPeIHsIsl BBKMBAEMOCTb COCTaBIsieT 7,5 roaa
B CpaBHEHMH C 15 Mec y 60bHBIX ¢ AL-aMIIONI030M, TIPY OJIH-
HaKOBOI1 cTeneHu yTomeHus creHok JIZK [32].

3aboneBaHue ClieayeT 3arof03pUTh Y TOXMIbIX MAUEHTOB
MYKCKOTO T10JI1a ¢ HEOOBSICHUMBIM YTONIIeHUEM CTeHOK JIK,
BBISIBICHHBIM METOIOM 3XOKapauorpaduu u KIMHUIECKOM Kap-
TUHOW HEJIOCTaTOYHOCTU 000MX XeaynouykoB. Bosasrax DKI
MOXET OBbITh HOPMAJIbHBIM; YacTO PEruCTpUpYIOTCs hubpuLIs-
LIMs1/TpeneTaHue NpeacepaAnii WiIM HapylieHUue TIPOBOAMMOCTH,
Tpebytoliee yCTAHOBKHU MOCTOSIHHOTO KapAMOCTUMYJISTOpA.

CeMmeiHbIiH aMMAOUAO3

CeMeiHbII aMUIONI03 — TPYIIa ayTOCOMHO-TOMMHAHTHBIX
3a00JIeBaHMA, CBSI3AHHBIX C MyTallMeil B TeHaX OEJIKOB-TIpele-
CTBEHHMKOB. MyTaHTHBIE OEIKH, B OTJIMYKE OT OOBIYHBIX, HECTA-
OWJIBHBI M TIPU OTPENESIEHHBIX YCIOBHMSIX MOTYT TPELUITUTHUPO-
BaThb B GuOpUIIsipHbIe CTPYKTYphl. O0BIYHO FAP (HecMotps Ha
€ro HACJIEJICTBEHHYIO TIPUPOJLY) TIPOSIBIISIETCSI TOJIBKO K CEpeIHe
XKU3HU. H.Hf[ YCTAHOBJICHUA JUArHo3a MOTyT OBITb MOJIE3HBIMU
CeMEiTHbBII aHAMHE3 HEBPOJIOTMYECKUX 3a00/1eBaHU, CepIeUHOI
HEIOCTaTOYHOCTH MJIM TPEXICBPEMEHHON CMEPTH, XOTS 4acTo
9TO CHOHTAHHbBIC CIy4au, W B TPEAbIAYIIMX MOKOJCHUSX ObLI
MPOIYLIEH WX MOCTaBJIeH HelpaBUIbHbINM auarHos [17].
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M.]. Ryraii

TpaHCTMpPeTUHOBDLIM Bap1aHT

TpaHcTMpeTH — HauboJiee PacPOCTPaHEHHDIH 00K B 3TOM
KaTeropuu aMuiIon103a, KOTOPbIid MPEeUMYILIECTBEHHO CUHTE3UPY-
eTcsl B MeYeHW B HEOOJbIIOM KOJIM4ecTBe. B Hacrosiiee Bpemst
uaeHTUhULIMpPoBaHO 0Kojo 100 paznuuHbix MyTauuii. [Ipu aTom
caMo HaJInuMe MyTallM1 He BCer/ia CBSI3aHo C pa3BUTHEM 3a00J1eBa-
HUS, @ 3aBUCUT OT POJICTBEHHBIX WM STHUYECKMX OCOOEHHOCTEN.
W3 75 u3BecTHBIX B HACTOsIIIEE BPEMsI KIIMHUYECKUX (DeHOTUTIOB
MyTa1mii, okosio 44 (59%) cBsi3aHbI ¢ MOpaskeHUEM cepiiia B 60Ib-
1meli Wi MeHbIrei crenenu [18]. [iBe Hanbosee pacpocTpaHeH-
HBIX MyTallud — METHMOHWH W BaauH (B mosuimu 30), KoTopas
BCTpEYaeTCs MOYTU BO BCEM MUPE, U M30JIEHIIMH 1 BaIMH (B TO3M-
K 122), KoTopast IpucyTCTBYeT ~ Y 4% adpoamepruKaHCKOTo Ha-
ceneHust. UHTepecHoi 0COOEHHOCTBIO SIBJISIETCS TO, UTO aMUJIOU/I,
Pa3BUBAIOLIUICS U3 HEMYTAHTHOIO TPAHCTUPETUHA U CJIyXXallUid
MpuunHO SSA, MOXET COCYyILLECTBOBATb ¢ MyTUPOBABIIMMU (hOp-
MaMM aMUJIOMIHBIX OTJIOKEHUI TpaHCTUpeTrHa [12].

BapuaHTbl myTaummn pmbprHOreHa, arnoAMNonpoTeMHoOB,
AXKEACOAMHA

Mytauun ¢ubdpuHoreHa, amojumnomnporenHa Al (amo-Al)
u anoyumonporenHa All (amo-All) Takke MOTyT OBITH TIPUIM-
HOI amuyiona03a cepaua.

[Ipu myTanum pubdprHOreHa yaiie Bcero HadIoaaeTes mopa-
KeHUe MoyveK. Y OOJbHBIX C 3TUM TUIIOM aMUJIOMI03a AaXe Mpu
JUITUTEIbHOM HabMoaeHUU (0KOJIO 4 JIeT) 9KCTpapeHalbHbIC 3a-
0oseBaHUsT BCTpeuaeTcsl peako. CeMelHbIil aHaMHe3 4acTo OT-
CYTCTBYET, UTO 3HAYMTEJIBHO YCJIOXHSET AUArHOCTHUKY. OCHOB-
Hble KJIMHUYECKUE TPOSIBIEHUSI — TIPOTEMHYPUSI U TIPOTPECCHU-
pyloliasi rmoyevyHasi HeIOCTaTOUYHOCTh. TeM He MeHee WMHOrIa
BCTpEYaeTCs TOpaXXeHUe CepAlla; U, eCIM OHO MPUCYTCTBYET, TO
MOET OBbITb JOCTATOYHO CEPhE3HBIM, TPEOYIOLIMM TPaHCILIaH-
TallMy cepua.

Myrtarn amo-Al Takke BBI3BIBAIOT 3a00/IeBaHIE ITOYEK, KO-
TOpOE MPOSIBASIETCS TIPOTPECCUPYIOLIEH MOYEYHON HEA0CTaTOu-
HOCThIO. B oTimmune ot AL-amuionnosa, rie MpoTenHypus 10-
cturaet >3 r/cyt, ano-Al maronorus moyek MoxeT ObITh U 0e3
NPOTEMHYPUU. Y YaCTU 3TUX MAlMEHTOB MOXET pa3BMBAThCS
Mporpeccupyolas KapAnOMHUOIIaTUsI M CepevHast HeOCTaTOu-
HOCTb. [107106HO HEMYTAHTHOMY TPAaHCTUPETUHY, HEMYTAHTHBII
ano-Al Takxke umeeT TeHICHUMIO K GOPMUPOBAHUIO (PUOPUILIT
amMuJIonaa, KOTOpbIE, KaK MpaBWJIO, JIOKATU30BaHbI BHYTPHU-
COCYIUCTO.

Penxast popma HaciencTBEHHOTO aMUIONI03a — MYTALIUSI Te-
Ha, KOAMPYIOUIETO OeOK JKEeJNCONUH (TakXe Has3bIBaeMblii
«(UHCKMIT HACEACTBEHHBII aMUJIOUA03» WM <«aMUJIOUI03
Meretoja»). 3aboseBaHue SIBIASETCS SHACMUYHBIM B DUHISH-
JIMM, HO BPEeMsI OT BPEMEHM TUAarHOCTHPYETCSI BO BCEM MUpE.
KimHuyeckre CMMITOMBI OTPaXKaloT CUCTEMHBIIA XapaKTep 3TO-
rO TUIA aMUJIOUI03a 1 MTPOSIBISIIOTCS YEPEITHBIMU HeliponaTusi-
MU, KOXHBIMU U3MEHEHUSIMU (cutis laxa — CHHIPOM «BSUION KO-
KW»), TUCTATBHBIMU TepUBepUIeCKUMU HEHPOTIaTUSIMU, TTOpa-
JKEHUEM TI0YEeK, a TAKXKe PelleTyaToil AucTpodueil poroBuUllbl.
W3MeHeHus1 B cepjilie MpU JKEJICOJIMHOBOM aMUJIOU03€e, Kak
MpaBUJIO, OTPAHNYMBAIOTCS TTpoBosILei cuctemoii [43]. ITopa-
JKeHUE OPraHOB-MUILEHEN MOXET ObITh CEPbe3HBIM, 3apPETUCT-
PUPOBaHbI CITy4an CMEPTH, CBSI3aHHBIE C TIOUEYHOH U CEPAEUHOM
TaTOJIOTHEl Y OOJIbHBIX 3TUM TUTIOM HACJIEACTBEHHOTO aMUJIOU -
no3a.

HHII!]III]IIHIII[I'IEI:KIIE I HEHacneycmBeHHble Pa3HoBUGHOCMU
dMunougo3sa
30AMpOBaHHbIN aMUAOMAO3 NpeACepAUi

B oTimMuMe oT ceHWIBHOTO aMUIIOMI03a, KOTOPBI Mpenumy-
LIECTBEHHO BCTpevaeTcs y MyxXuuH, [AA vamie HaGmomaetcst
y TIOXWIBIX XeHIIWH. [IpryrHa Takoro TeHJIEepHOTO pacmpee-
JIEHUsI OCTaeTcsl HeBbIsicHeHHOM. Pexe [AA MoxeT BcTpeuaThest
Y MOJIOZIbIX OOJTbHBIX C TOPOKAMU Cep/Ilia U Y MALIMEHTOB C MOC-
TOSIHHOI (opmoit dpubpussiuu npeacepanit (PIT). JTuneii-
Hble aMWJIOUIHBIE JAETIO3UTHI MO/ SHAOKAPAOM Yallle OTKIIaIbl-
BAIOTCS B JIEBOM IPEACEPIMH, UTO MOXKET YCUIIMBATh T€TEPOTEH-
HOCTb KapIMOMHOLIMTOB U CIIOCOOCTBOBATh PA3BUTHIO ITOCTOSTH-
Hoii popmbl DIT [7]. Benkom-nipeiecTBeHHUKOM Tpu [AA siB-
JISIeTCsl TIPeACepAHbId HaTpuilypeTnueckuii mentua. JaHHbIN
TUI aMUJIOUI03a HE SIBJISIETCS] CUCTEMHBIM U HE UMeeT OO0JIbILO-
ro KJIMHUYECKOTO 3HAYEHUS, 32 MCKIIOYEHUEM BO3MOXKHOTO
pa3BUTHSI MeplLaTebHON apuTMuK. OIHAKO POJIb aMUTOUIHBIX
OTJIOKEHUH B pa3BuTuu U nognepxkanuu OI1 Hyxnaercs B 1ajib-
HelieM u3ydeHun [28].
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BropuuHbIit aMMAOMAO3

Bo Bcem Mupe AA — oauH u3 HauboJjiee pacrpoCTpaHEHHbBIX
CUCTEMHBIX aMUJIONI030B. Ero pasBurte 4acTo accoumMupyeTcst
C XpOHUYECKMMHU BOCHATMTEIbHBIMU 3a00JI€BAHUSMU, TAKMMU
Kak peBMaTOUIHbBII apTpUT, OPOHXOIKTATHUECKAs 0OJIe3Hb, TY-
OepKyJie3, OpOHXUT, JieTpa, aHKUIO3UPYIOLIHiA CIIOHIUIIUT, TICO-
pUaTUYECKUIT apTPUT, OMYXOJIH, B TOM UMCIIE TeMATOJIOTUUeCKIe
(mumbombl, TUMQOrpyHyiIeMas), XpOHUYeCKue 3a0osieBaHUSs
KkunreyHrka (6one3np Kpona). AA-aMuioun oopasyercst U3 Chi-
BOPOTOYHOTO TIPEAIIECTBEHHUKA — creluduueckoro octpoda-
30BOro Oesika (y yeaoBeka MMeeTcsl HECKOJIbKO ero MOJIeKYIsip-
HBIX (hopM), O1M3KOTO 1O CBOMM (DYHKIIMOHATBHBIM CBOMCTBAM
K C-peakTUBHOMY OeJIKy, KOTOPBIN TPOAYIIMPYETCS] B OTBET Ha
BOCTaJIieHUe. DTO, BEPOSITHO, OOBLSICHSET, TIOYEMY aMMJIOUI03
MPY XPOHUUYECKUX BOCTIANUTEbHBIX 3a00JeBaHUSIX PA3BUBACTCS
TOJIBKO Y YaCTH OOJIbHBIX, HECMOTPsI Ha TIOBBIIIEHHYIO BHIPa0OT-
Ky 9Toro octpodaszoBoro 6enka [1]. Cpeny opraHoB-MUILEHEH
AA yaire mopaxatoTcst TIOUKH, pexxe — MeYeHb, cesie3eHKa U K1-
mevyHuK. HemaBHee KpymHoe uccieoBaHue, B KOTOPOM aHaJu-
3MPOBAINCH PE3YJNbTaThl AyTONCUU TALIMEHTOB, CTPAAaBIIMX
PEBMATOUIHBIM apTPUTOM, TIOKA3aJI0, YTO OTJIOXKEHUE aMUJIOU-
Jla 4acTO KJIMHUYECKU OECCUMITTOMHOE, U CyOKIMHUYECKOE T0-
paxkeHUe cepjilla BCTpeyaeTcs Tak XXe 4acTo, KakK U MopaxeHue
nouek. CyILeCTBYIOT JaHHbBIE, YTO 5-JICTHSISI BBDKUBAEMOCTb T1a-
LIMEHTOB C aMWJIOUI030M PEBMATHUUYECKOM 3THOJIOTMHU, Y KOTO-
PBIX Cepjilie BOBJIEUEHO B MATOJOTMYECKHIi TIPOLIECC, COCTABISIET
31,3% 1ipu 63,3% — y OOJBHBIX C HEMOPAKEHHBIM CEPALIEM.

AMMIIONI03, aCCOLMUPOBAHHbIN C TEMOAMATU30M, pa3BUBa-
eTcsl y OOJIbHBIX C XPOHUYECKO| MOYeYHON HEe0CTATOUHOCTbIO,
HaXOMSIIUXCS B TEUEHUE JUTUTEILHOTO BPEMEHU Ha TeMOIU At -
3e. [latoreHe3 cBs3aH C OTIOXEHHEM [3,-MHUKPOTIOOYINHOB
nonsuna AP,M, KoTopbie He GUIBTPYIOTCS Yepe3 GONBITUHCTBO
JIVATU3HBIX MEMOpaH COBPEMEHHOTO THUMA U 3aIePXKUBAIOTCS
B OpraHuMaMe. YpoBeHb [B,-MUKpPOTIO0YIMHA B CBIBOPOTKE OOJTb-
HBIX Ha JUTUTEJIbHOM remonuanuse nosbitaercs B 20-70 pas, yto
CJIY>KUT OCHOBOI IS pa3BUTHUSI aMUIIOU103a. besok MoxeT Ha-
KaIuIMBaeTCsl KaK BCJICACTBUE HAPYLIEHUsT (DYHKIIUK MOYEK, TaK
1 HeadexTrBHOro remoauanusa [20]. OCHOBHBIMU OpraHaMu-
MUILECHSIMH SIBJISIIOTCS KOCTH, NEPUAPTUKYIISPHBIE TKAHU, PexXe
OTMEYaloT MOpaxkeHWe MUOKapia, NMepukapaa M KJarnaHoB
cepaia. M3BecTHO, YTO TpaHCIIAHTALIMSI TIOYEK HOPMAU3yeT
KOHIICHTPALINIO 3,-MUKPOTJIOOYTNHA.

Jluaziocmuka aMunougosa cepgua

JlarHocTrika OpaxeHus cepllia aMUIOUI030M COCTOUT U3
Tpex artamoB. Ha HavambHOM aTame (3tam I) ciemyer 3amomo-
3pUTh HAIMUME 3a00eBaHUS (UTO YACTO MOXET OBITh 3aTpyIHE-
HO U3-32 MHOTOYMCJIEHHBIX, HECTIEUU(PUUECKUX U CUCTEMHBIX
CUMIITOMOB) U TUCTOJIOTUYECKM IMOATBEPAUTH MPUCYTCTBUE
amuinouna. Il atan BkIouaeT B cedst MOATBEPXKAEHUE TOTO, UYTO
cepilie BOBJEUEHO B Marojornyeckuit mpouecc. M, HakoHel,
He0o0XOAMMO OMpPeNeTUTh TOUHbIN TUT amuionaa (atam I11), Tak
KakK OT 3TOT0 3aBUCHUT JICYeHUE 1 MPOTHO3 OOJIBHOTO.

| 3Tan: onpeaeAeHMe HAAMHYMSA AMUAOUAHDBIX OTAOXKEHMI

HeobOxonnmMo MOMHUTE, YTO aMUJIONI03 SIBJSIETCS IPUYMHOM
Habopa Ha MepPBbIii B3I HE CBSI3aHHBIX MEXIy COOO0I CUMIITO-
MoB. Kiaccuueckue npu3Haky HHOT/IA MTO3BOJISIIOT 3a11003PUTh
HalMuue aMuionno3a. Makporioccust SIBISeTCsl MPaKTUYeCKU
MaTOTHOMOHWYHOM 17151 AL-amuiounno3a (Mpu OTCYTCTBUU aK-
poMeraiuu, MUKCeIeMbl), HO BcTpevaeTcst ToJibko B ~10% ciy-
yaeB. [lepuopOutaibHasi Tmyprypa («Ijiaza €HOTA/MaHIbl») —
CIIEJICTBME XPYNKOCTU COCYIOB, Hapsiay ¢ 06ojiee Cepbe3HbIMU
KPOBOTEUEHHMSIMU HaOJII0IaeTCsl MPUMEPHO y TPETH MAllMeHTOB
¢ AL-amunounozom. I1pu aToM He cienyet 3a0bIBaTh, YTO YACTO
MOBTOPHBIE METEXUATbHbBIE TOPAKEHUS BEK U IEPUOPOUTATIBHOM
00J1acTM MOTYT OBbITh BBI3BAHBI MEXaHMYECKUM pazipakeHUueM
(TpeHreM) KOXM BOKDYT IJIa3, KaluieM Wiu uynmxaHuem. M3-3a
MYJIBTUCUCTEMHOM Mpupoasl AL-aMuionao3 Moxer MaHubec-
TUPOBATbh 1LIEJBIM DSIIOM HE CBSI3aHHBIX MEXIy Cco0oi
paccTpoOiCTB, HO BBISIBICHUE MOPAKEHUST HECKOJIbKMX OPraHOB
Y CHCTEM TTO3BOJISIOT MPEAITOJIOXUTL HATMUME aMuIonno3a [ 34].

HauanbHble uccienoBaHust MPU MOA03PEHUM Ha aMUJIOUI03
JIOJIKHBI BKJTFOYATh aHAJIM3 ChIBOPOTKM KPOBU M MOYM Ha HaJlM-
YyKre MOHOKJIOHAJbHBIX MMMYHOIJIOOYJIMHOB, B JOMOJHEHME
K CTaHJApTHBIM aHalM3aM KPOBU (OOIIUI aHAIM3 KPOBU, MOYe-
BMHA, 3JICKTPOJIUTHI, IEYCHOUHBIE MPOOBI, MOKA3ATeIU CBEPThI-
BaeMOCTH, TJIIOKO3a KPOBH, TUPEOUTHbIE TOPMOHBI). B GoJibIN-
HCTBE CJy4aeB MpU PYTMHHOM CKPUHMHTIE 3JieKTpodopes Oe-
KOB ChIBOPOTKY HE BbISIBJISIET MOHOKJIOHATbHbIE TPYTITIbI KJIETOK
B CBSI3U C HEOOJIBIIUM KOJTMYECTBOM LIUPKYIUPYIOIIUX B KPOBU
napanpoTenHoB win ux ¢pparmenros. UmmyHodukcanums — ro-
pasno 6osiee YyBCTBUTEIbHBIN METOI, KOTOPBIH JOJXKEH MPOBO-
JUTbCS BCEM TPU TMOJAO3PEHUM Ha aMMJIOMI03 (UYBCTBUTE/Ib-
HOCTh MeTozia ipu AL-amunonnose — 71% (cwiBopotka) u 84%
(Moua). Tem He MeHee, Jaxe ¢ UMMYHoduUKcatuei, B 20% ciy-
YaeB MaparpoTerHbI HE BbISIBIISIFOTCS.

CrenyeT ¢ OCTOPOXHOCTBIO OTHOCUTBCS K HAJIMYUIO MOHO-
KJIOHAJIbHOI raMmarnatiy y TalMeHTOB C TOJ03pEHUEM Ha
AL-aMuion03, T.K. OHa YacTO BBISBISETCS Y MOXWIBIX JIUI]
(5-10%) n MoxeT 0OGHApYXUBATbCS Y MAIIMEHTOB ¢ He-AL-amu-
nouno3oM. B Hacrosiee BpeMst KOJTMUYECTBEHHOE OmpeneieHne
CBHIBOPOTOYHBIX K U A cBoGoaHbIX Jterkux Lerneit (FLC) crano yc-
TAHOBJICHHBIM CTaHAAPTOM B TUArHOCTHMKE, TIPOTHO3€ U TOCIe-
nytorieM HaboneHuu npu AL-amunonnose. YyBCTBUTETbHOCTD
3TOTO TeCTa /IJIsl BbISIBJICHUS TaparnpoTterHa B 10 pa3 Bbillie UMMY-
Ho(UKcalMK, U, KaK MMPaBUIO, OH JaeT BOBMOXHOCTb BbISIBUTh
3a00JIeBaHKeE, JAXe €CJIU pe3y/IbTaT UMMYHO(MUKCAIIMK OTpHUIa-
TeJIbHBIA. M XOTsI 3Ta METOIMKA HE SIBJISCTCS CrieliuMUIHOM JUTst
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AL-amumonmo3a, Tak Kak MoHokJIoHanbHbIe FLC oOHapyxuBa-
1oTCsI IpuMepHO Y 50% TalMeHToB ¢ MOHOKJIOHATBHON TaMMa-
MaTueil U MpakTUYECKU Y BCeX OOJIbHBIX C MUEJIOMOI, HOpMaJib-
Hoe KonnuecTBo FLC memaer muarHo3 «AL-amunonmos» mano-
BEPOSITHBIM [15].

[1pu nogo3penuu Ha AL-amuion03 6MOTICUST KOCTHOTO MO3-
ra siBJIsieTCs1 00s13aTeJIbHOM /151 OTNpee/ieHUs IPOLEHTA T1a3Ma-
TUUYECKUX KJIeTOK. [Tyl MOHOKJIOHAJIbHBIX TJIa3MaTHYEeCKUX KIie-
TOK BbIsiBJIsIeTCsl ~ Yy 84% mnauueHToB ¢ AL-amuionio3oM npu
UCTIOJIb30BAHUM UIMMYHO(ITYOPECLIEHTHOTO METO/Ia. SHAYUTEb-
HOE TIOBBIIIEHUE YKCIa TUIA3MAaTUYECKUX KJIETOK B IMyHKTaTe
(>20%) cBUIETENLCTBYET O COCYLIECTBOBAHUYM MUETOMBI [42].

[Ipn orpunarensHbIX pesynbratax FLC anammza u 6uoncum
KOCTHOTO MO3ra, 0COOEHHO TIPU OTCYTCTBMM MOHOKJIOHAJbHBIX
TPy KJIETOK NMPU UMMYHOMbUKCALUU, HEOOXOIMMO HaYMHATD
MOMCK APYTuX GOopM aMUIONI03a.

®DopMaibHBI TUarHO3 OOHApYXEHUS aMuJIouaa Tpebyer
NPOBEICHMsI OMOTICUY TKaHEl C MOCIeAYIONIMM OKpallBaHUEM
00pa31L0B KOHIO KPacHbIM ((hUOPUILIBI aMUIOWA JAIOT ABOMHOE
JIy4erpesIoMJICHUe TIPU MPOCMOTpPE B TIOJISIPU30BAHHOM CBETE).
Buoricuto cienyeT npoBOANTD U3 JIETKO JOCTYITHbBIX, 6€30MaCHBIX
1, BEPOSITHO, BOBJICUEHHBIX B ATOJIOTMYECKUIA ITPOIIECC TKAHEIA.
Haubosee yacto 310 MoAKOXHasI KUPOBasi KJIeTyaTKa repeaHei
OpIOUTHON CTeHKM (KamuUIsIiphl TOAKOXKHOM KIeTYaTKU 4acTo
MopaxkaroTcs aMUIonaoM) [4, 6], HO MOTYT OBITh TOYKH, CEPALIE,
nepudepryecKre HepBbl, CTIOHHBIE XeJIe3bl, TIeUeHb, CU3UCTAS
KeNy/iKa, KUIIEUHMKA, IECHbI WM KOCTHBII Mo3r. Eciiu npous-
BOJIUTCSI OMOTICUSI TTOPaXXEHHOTO OpraHa, TO YacTOTa IMOJIOXH-
TeJIbHBIX pe3yasTaToB nocturaeT 90%, u yem Gosbliie MHOUIBT-
palus aMUJIOMIOM OCHOBHOTO OpraHa-MMIIEHU, TeM OOJIbIIe
BO3MOKHOCTb €r0 0OHapYXeHHsI B IpyruX Mectax. IHorma otio-
JKeHUsI aMUJIOUIa HaXOsT CIydyaifHO, HarpuMep B TKaHsIX Kap-
MaJTLHOTO KaHajla TIPU BBITMIOJHEHUH TIPOLETYPbI IEKOMITPECCUN
WM B KOCTHOM MO3Te MpU AUArHOCTUKE HecrelnOUIecKux re-
MAaToJIOTMYECKUX aHOMaIMi. B Takmx ciyyasix TiiateabHblii 1o-
UCK CUCTEMHOTO 3a00J1€BaHUS SIBJISIETCS] 00513aTEIbHBIM.

B Hacrosiiiee Bpemsi ecTb BO3MOXKHOCTb OMNPE/IENSTh aHTUTE-
Jla K HauboJiee 3BECTHBIM OeJIKaM aMIUTOMIHBIX (udput (60-
Jiee YYBCTBUTEJbHBIN METOJl TUarHOCTUKY ISt AA-, B MEHbIIIEH
creneHu — AL-amunonna).

JInst OLEHKU pacripesie/ieHus: aMUIouaa B opraHu3me B TO-
CJIeTHKME TOIbI UCITIOJIb3YIOT METO CUMHTUTPAdUU C MEUCHHBIM
CBIBOPOTOYHBIM P-KoMMoOHeHTOM amuionaa. P-KoMIoHeHT co-
JePXKUTCS B HeOOIbIIOM KonuecTBe (5 — 10%) B amuonsie Bcex
TUTOB. PamoakTMBHBIN U30TOT, BBEICHHBII OOJIBHOMY aMUJIO-
U1030M, CrielM(UIECKr 00paTUMO CBSI3bIBAETCSI C AMUJIOUTHBI-
MU OTJIOXKEHUSIMUA U BUSYTU3UPYETCsI KOJTMYECTBEHHO Ha CEpUU
cuuHTUTpamMM. JlaHHas MeTonuka Hambosiee MHGOPMAaTUBHA
JUISL BBISIBJIEHUSI TIOPAXEHMUs TIEYeHU, MOYEK, CeJIe3eHKU, MpU-
MepHo B 30% citydaeB — MopakeHUsI KOCTHOTO MO3Ta U MaJIOWH-
(opmaTrBHa 1151 AMATHOCTUKY aMUJION103a CEPALIA, U3-3a MEJl-
JICHHOTO TPOXOXIECHUSI KPOBM Yepe3 SHIOTEIMI KarmuUIIpoB
MUoKapa. J1omOJHUTEIbHBIM MTPEUMYIIECTBOM METOAMKM SIB-
JISIeTCSl BO3MOXHOCTh OLIEHUTh 3(h(EKTUBHOCTD jeueHus [22].
B Hacrosiiiee BpeMst 3TOT TeCT AOCTYIeH ToIbKO B HalmoHanb-
HOM IIEHTpe aMuiiona03a B JIoHIOHe.

Il aTan: onpeaeAeHMe HaAMUYMS AMUAOMAQ B CEpALLE

[MopaxkeHue cepalia aMUIOMIOM yaile BcTpevyaercst mpu AL,
SSA mnu IAA, pexxe — B ciIydae MyTallly JKeJICOIMHA.

[paktuuecku y Bcex OOMBbHBIX MOpaXaeTcss MUOKAp/, pexe
SHJI0- U TIepuKap. B Muokapne aMmuaon OTKIaabBaeTCs: MEX-
oy MuobuOpuiiaMu, CAaBIUBas WHTPaMypajibHble apTepuu
Y apTepUOJIbl; aAMUJIOU]T MOXKET TaKXKe OTKJIa/IbIBATHCS B CUHYCO-
BOM M aTPMOBEHTPUKYJISIPHOM y371ax, B myuke [ica, Ha kianmaHax
cepaua. Muokapn yToJIaeTcsi, CTaHOBUTCS] PUTUAHBIM («pe3u-
HOBBIIT» MuoKapn) [1]. BeneacTBue pe3koro yToeHus] CTEHOK
cepjilia OHO BHelHe Heckobko HaroMuHaeT [ KMII. B pesysib-
TaTe CTPAJalT U CUCTOJNIMYECKas, U AUacToinueckas GyHKIUY,
YMEHBIIIAETCS CEPACUHBIN BBIOPOC, TIOSIBIISIIOTCSI CUMITTOMBI CEp-
JeYHOI HenoctaTrouHOCTH. [1o cTeneHn BbIpaskeHHOCTU MACTO-
syeckast tucdyHkims JIZK HanoMuHaeT TakoByo Mpu CIaBIM-
BalOIIEM TMEPUKAPAUTE, & CAMO TIOpaXeHHe cep/illa aMUIOUI0-
30M TPEACTABISET CO00M TUMMYHBIA BapUaHT PECTPUKTUBHOMN
kapauomuonatuu. [pubnusutenbHo y 23% OO0IbHBIX HEIOCTa-
TOYHOCTb KPOBOOOpAILEHUS SIBJISIETCS MEPBBbIM MPU3HAKOM 3a-
0oJsieBaHUS U 3aTeM OBICTPO TPOTPECCUPYET, SBISSACH PUUNHOM
cMmeptu [34].

Knunnyeckue npusHaku MopaxeHus: cepaia: OfbllKa, oTe-
KU, apUTMUU, TOJOBOKPYXEHUS, TIOTEPU CO3HAHUSI, Pa3HOOO-
pasHble 6osn B 00JacTu cepiua, cepaueouerue. B 1/3 ciydaes
0OJIbHbIC XKATYIOTCSl Ha 3aTpYIMHHbBIC 00U, HO Ha CEKIIMU MOpa-
JKEHUE OCHOBHBIX CTBOJIOB KOPOHAPHBIX apTepUil HAXOIAT peji-
K0. CMHKOTIAJIbHBIE COCTOSIHUSI TIPEICTABISIOT CO00ii HepeaKoe
MPOSIBJICHNE KapAMOMAaTUYECKOTO aMUJIOUA03a U SIBISIOTCS
CIIEJICTBMEM HECTIOCOOHOCTM Cepilla YBEIMYMBATH CEPACUHBIN
BHIOpOC TTpM (DM3MUECKOIl HATpy3Ke n3-3a pectpukimu JIZK, mo-
paxeHUs MpeacepAnii U/Uiu CHUXEHUS] KPOBOTOKA IO KOPO-
HapHBIM apTepHsIM, a TAKXKe M3-3a BO3HUKAIOIIUX TaXUapUTMUM
WY Pe3KOi OpaauKapauu, MOCTYpaJbHOM TUIIOTEH3UU, COMYT-
CTBYIOLIEW HeWpomaTuu U SIBJISIOTCS MPOTHOCTUYECKU Heba-
TONPUSITHBIM MPU3HAKOM — a0COMIOTHOE OOJBIIMHCTBO TaKUX
MaIMEHTOB MOrubaeT BHE3alHO B TeueHue | roma oT Havania
cumnTomatuku [10].

[MopakeHue cep/iia mpu CEHUIBHOM aMUJIONI03€ KIMHUYEC-
KM 4acTo He MposiBisieTcsi, 3a0ojieBaHue (He UMesl MaTOTHOMO-
HUYHBIX CUMIITOMOB) TIPOTEKAET MOJ] MACKOM CaMbIX Pa3IMUYHBIX
COCTOSIHMIA U, Yame Bcero, mpuHuMaercs 3a [KMIT wim nre-
MUYECKYI0 00JIE3Hb cepla.
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Ha 9KT peructpupyercsi HU3KUil BOJIbTaxX (B CTAaHAAPTHBIX
orBeaeHusix <0,5 MB, B rpynHbix otBeneHusx <1,0 MB) B ~ 46-
71% cnyyaeB AL-amuiionmo3a ¥ 4acto TPHM HACHEICTBEHHBIX
dopmax 3aboneBanud. [Ipy CEHUIBHOM aMWIIOMI03€ BOJIBTAX
OKI' moxeT ocraBaThcss HOpMaibHBIM. CoxpaHeHHbI DKI-
BOJIBTAX W, B PEIKUX CJIydasiX, BOJbTaX, CBUACTEIbCTBYIOIINIA
0 HaJIMYMK TUNEPTpoUM MUOKapaa, MOXET MHOTrma HabJIo-
NaThCsl Y OOJNIbHBIX C BBIPAKEHHBIMU OTJIOXCHUSIMU aMUJIOU/IA.
DTO MOXKET OBITh CBSI3aHO C yXe CYIIECTBYIOILEH runeprpodueit
JIK u coorBercTByommMU u3MeHeHUssMU DKI, BO3HUKIIMMUI
BCJIEAICTBME TPEALIECTBYIONIEH apTepuaabHON TUMEPTEH3UMU.
«[TceBmonHbapKTHasl» KpuBas yalle BCTpevaercsl Y OOJbHBIX
¢ AL-aMumIona03oM: maTonorudeckuii 3yoerr Q oObIYHO perucT-
pupyercst B rpyaHbix orBemeHusix DKI (V,-V;), Ho nHorma —
B HuxHux otBeaeHusx (11, 111 u AVF). ®opmuposanue 3y6110B
Q CcBI3BIBAIOT ¢ HaMMuueM (Guodpo3a u pa3odIIeHUEM TTPOBOIS-
IIMX BOJIOKOH MHOKap/a OTJIOXCHUSIMU aMUIOWAA. YIMBUTEb-
HO, HO pUTM yailie cuHycoBblit; I 1 mopaxeHue NMpoBoAsLIEH
CUCTEMbI BOHUKAIOT 10 MEpe MPOrpeccupoBaHust 3a00J1eBaHMsI.
DTO MOXET OOBSICHIATBCSI TEM, YTO MPU OOLIMPHOM MOPaKEHUU
Tpe/ICepIMii B HUX OCTAETCsl HEAOCTATOYHO MUOKap/a ISl TOJI-
nepxanust OI1 [28]. B TsokenbIx ciiydasix, Jaxe IpU CTHYCOBOM
pUTMe, B TIpEICEpAUsiX MOTYT (POPMUPOBATHCS TPOMOBI M3-3a
3JIEKTPOMEXAaHUIECKON AMCCOLMALUK npencepanii. BozHukHo-
BeHue PI1 MoxeT mpuBecTH K OBICTPOMY YXYIIIEHUIO KIMHU-
YeCKOTO TeUeHUs 3a00J1eBaHUS C TIOBBIILIEHUEM pUcKa TPOMOO-
9MOOIMYECKNX OCNOXHEHUI. OMUCaHbl TAKXE XeTylI0uKOBbIE
HapylleHus: puT™Ma, yuimHeHue uHTepBaia QT, HapyiieHus
npoBoaumMoct [31].

HenasHo s onpeesieHust MporuHo3a 3a00eBaHusl CTaIu UC-
nojib3oBaTh 6uomapkepbl — NT-proBNP u Tpornonuubl. Kax
u B ciyvae ¢ npumeHeHueM NT-proBNP npu cepreuHoit Henoc-
TaTOYHOCTH, JIy4llle BCETO MCIIOJIb30BaTh 3TOT OMOMAapKep s
uckmoueHus 3aboneBanus [33]. Palladini 1 coaBT. mokasaim,
4yTo y OOJNIBHBIX C MopaxkeHueM cepaua npu AL-amunoumose
koHueHTpaus NT-proBNP Bcerna Boime 55 mmons/in. Takke
OBLIO OTMEUEHO, UTO TIPU APGEKTUBHON XUMUOTEPATIUU Y 3THX
6osbHBIX YpoBeHb NT-proBNP GricTpo cHikaercsi, a ero 30%
CHIDKEHHE COITPOBOXIAETCS YIydIieHreM mporHo3a [35]. Boiss-
JeHue tpornoHuHa T uiau | cBA3BIBAIOT CO CHUXEHUEM BbIKMBA-
€MOCTH OOJIbHBIX 10 CPAaBHEHUIO C TTALIMEHTAMH, Y KOTOPBIX HET
TMOBBILIEHUS] 3TUX MOKa3artesei (mo naHHbIM A. Dispenzieri 6-
8 Mec u 21-22 mec coorBeTcTBeHHO) [14]. OmHako BbICOKast
YYBCTBUTEIBHOCTb TECTAa MOXKET MPUBECTU K OOHAPYXKEHUIO TPO-
MOHKMHA Y OOJIbIIEro MPOLEHTA OOJTbHBIX U YMEHBIIUTh KIMHMU-
YeCKYI0 3HAYMMOCTD 3TOro Mapkepa [9].

PentreHorpamMmma opraHoB IpyIHO# KJIETKM ManiouH(popMa-
TUBHA JlaXe TOTa, KOTaa OTJIOXKEHUS] aMUJIOU/Ia yXe HalIeHbI
B JIPyTMX OpraHax, MOCKOJIbKY pa3Mephbl cepilia yalle HopMasb-
HbIe, 0COOEHHO Ha HAYaJbHBIX cTaausX 3aboneBaHusi. Hepenko
MOXHO BBISIBUTH TIJIEBPAIBHBIN BBITIOT, MOSIBJIEHUE KOTOPOTO
MOXET OBITb CBSI3aHO C 3200JIeBaHUSIMU TUIEBPBI UM CEPACUHOMN
HEIOCTATOYHOCTDIO.

Tpu npoBeneHUM IBYXMEPHOI ax0oKapauorpaduu ornpenesis-
eTCsl YTOJIIEHNE CTEHOK JIEBOrO (YacTo M IPaBOro) Keayaodyka
(cBsI3aHO ¢ MHGWIBTPALIMell MUOKap/Ia aMUJIOUIOM, a He TUITep-
Tpoueil MUOLIMTOB), KJIAMAHOB, MANMUJISIPHBIX MBI, MEX-
nipencepaHoii neperopoaku. [Tomoctu JIXK paciimpeHs! peaxo,
ripencepaus OOJbIIE U HETIOIBMIKHbIE («IJ1a3a COBBI»). YMEpeH-
Hasi AMCQYHKIIMS KJIAMaHOB BCTPEYaeTcst J0BOJILHO YacTo, TSKe-
nast — penko. TpoMObI MOTYT OOHApYKUBaThCS B JTI000i Kamepe
cep/iia, HO B OOJIbIIMHCTBE CTy4aeB BBISIBIISIIOTCS B TIPEACEPIMSIX
[19]. YacTo muarHOCTHpYyeTCSl HEOOBIION BIITOT B MOJIOCTD TIe-
puKkapaa. BecbMa xapakTepHbl CBOWCTBEHHbBIE PECTPUKTUBHOMY
TUITY AMACTONMYECKOM AMCOHYHKIMM yBEJIMYCHUE MaKCHMasb-
HOI1 CKOpPOCTH paHHero auactoanyeckoro HarmonHeHus (E), ko-
TOpasi 3HAUMTEIbHO MpeobJiaaeT Hall TAKOBOIA B IEPUOJ, CUCTO-
nbl ipencepauit (E/A >1,5) u ykopoueHue reproia 3aMeuieHUst
CKOPOCTHU paHHero HarojHeHus. C MoMOIIbIO MyJIbCOBOTO TKa-
HEBOTO JIOTIUIepa MO AJTMHHON OCU OOHAPYKUBAIOT XeJTyI04KO-
BYI0 TUC(YHKIINIO HA pAHHUX CTAIUSIX OOJIE3HU, TTOKA EIIE OTCY-
TCTBYIOT M3MeHeHMsl (pakuuu Beiopoca [23]. [IpoBeneHue mc-
ClIeIOBAHUST B TUHAMUKE TIO3BOJISIET TMAarHOCTUPOBATh yXyAllIe-
HUE AMACTONMYECKOH (DyHKIIMY 110 Mepe TIPOrpeccupoBaHUs 3a-
OoneBaHusl. MI3MeHeHuUs1, BBISBICHHbBIE 110 pe3yJibTaTaM 3XOKap-
nvorpaduu, HecreU(MUIHbI U HE Jal0T BO3MOXHOCTH YCTaHO-
BUTb AMarHo3 u auddepeHIMpoBaTh TUI aMmuiouno3a. Covera-
HUE 3XOKapAuorpauueckux OCOOEHHOCTEH M KIMHUUYECKUX
MPU3HAKOB, KaK MPaBUIO, ¢ HU3KUM BosibTaxoM DKI mo3Bosisier
C BBICOKOI BEPOSITHOCTBIO 3aT0I03PUTh aMUJIOUIO3 CPEIH JIpY-
rux 3aboneBanuii. Ilo manHbIM uccnemoBanuit J.E. Rahman,
Mpu HU3KOM BoJibTaxe 3yoroB QRS Ha DKI u TommmHe mMex-
KeJTyIOYKOBO# Tieperopoaku dosee 1,98 cm no manHbiM OxoKIT
IMarHo3 «aMWJIOUI03 Ceplala» MOXET ObITb TOCTaBJIeH
C YYBCTBUTEIBHOCTBIO 72% 1 cnietuduaHocTbio 91% [37].

B Hacrosiiiee Bpemsi yCTaHOBJIEHA POJIb MarHUTOPE30HAHC-
Hoii Tomorpaduu (MPT) B nuarHoctuke aMuIOMI03a Cepala.
[Tpu MPT cepmiia BeIBISIOT CYO9HAOKApAUATbHOE HAKOTUIEHUE
raJloJIMHKSI, KOTOPOE UMEET BHICOKYIO YyBCTBUTEJIBHOCTD U CIIE-
IM(PUUHOCTb, 0coOeHHO 151 AL-amuionao3a, HO TIpU 3TOM He
SIBJISIETCS TIPEAUKTOPOM BbIKMBAEMOCTH OONBHBIX [29, 36].

Buorncus Muokapaa nmpou3BoANTCS B CIyvasix, KOraa ecTb Mo-
JIO3PEHUSI HA aMUJIOU/103 U3 HEMHBA3UBHBIX TECTOB, HO TIPH TIPO-
BEICHUN OMOTICUM APYTUX TKAHEH OTIOXEeHUsI aMUJION/IA HE Bbl-
sIBIEHbI. TakXke 3TOT METOH MOXET ObITh IMOJIe3eH Y OONbHBIX
C YCTAaHOBJIEHHBIM IMATHO30M CHCTEMHOTO aMUJION103a U HAJIM -
YKeM COIYTCTBYIOLIEH KapAWalbHOI MaTonoruu (aopTaabHblii

IIponoskenue Ha crp. 36.
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CTEHO3 WJIN TsKeJast apTepuaibHast TMIIEPTeH3Ks), KOTopast MO-
KET OBITh MPUYMHOM UCTUHHOM runepTpodun JIK. OgHako py-
TUHHOE MPOBEJICHUE SHAOMUOKAPANATIbHON OUOTICUM HE PeKo-
MEHJyeTCs1 B OOJIBIIMHCTBE CTy4aeB aMUJIONI03a, MOATBEPXKIEH-
HOTO pe3yJibraTaMi OUOTICMM IPYTUX TKaHEM, TaK KaK BbIsIBJIe-
Hue yronuieHus: creHok JIK npu axokapavorpaduu aenaer Bo-
BJIEUEHME cepJilia BeCbMa BEPOSITHBIM, a HOpMaJibHas TOJIIMHA
CTEHKHU C HOPMaJIbHOIi (hpakiueii BbIOpoca sIBJISIeTCsl TIPOTHOC-
TUYECKU XOPOILIUM MPU3HAKOM, JIaXe ecv HeOOJIbIIoe Koaye-
CTBO aMuJIona OyIeT BBISIBICHO IIpK OMOTICHH [5].

B nacrosmee Bpems BO3 pazpaboTana KiraccubuKaims aMu-
JIOMI03a Ceplila, OCHOBAaHHAsh Ha CTENEHM BOBJCUCHUS Ceplia
B MaTOJIOTMUYECKU A MTPOLIECC:

1-5 cTanMs: HET CUMIITOMOB MJIM TTPU3HAKOB aMUJIOMI03a TIPU
OMONCUY UM HEMHBA3MBHOM 00CIeIOBAHNUY;

2-51 cTaausi: 6eCCUMIITOMHOE BOBJICUEHHUE Cep/ilia, MOATBEPK-
JIEHHOE C TIOMOIIIbIO OMOTCUY MJIM HEMHBA3MBHOTO TECTUPOBA-
Hus (Hampumep, ToamuHa cteHku JIZK >1,2 M npu oTcyTCTBUM
npemiiectytonieit Al wim nmopoka cepia Wi HU3KU BOJBTaX
DKI 6e3 BumumMoii IpUIMHbL);

3-4 cramus: KOMIEHCUPOBAHHOE CHUMIITOMHOE TOpaKeHue
cepaa;

4-5 cTamust: 1eKOMIIEHCUPOBAHHAS KapAMOMUOTIATHS.

Il 3Tan: onpeaeAeH1e TOYHOrO TUMA AaMUAOMAQ B CepALLe

BrisiBieHue Gesika-TpeecTBeHHIKA ONpeaesisieT TUIl aMK-
nouga. [TpucyrcTBre CBOOOMIHBIX K U A JIETKKX LIENEH B CBIBOPOT-
K€ KPOBU WJIM MOYE B COUETAHUU C TMCKPA3HMEN MIa3MaTHUeCKUX
KJIETOK yKa3bIBaeT Ha Hajmnune AL-aMuiona, HO MOXET TaKxkKe
HaOMoIaThCsl MPY MOHOKJIOHAJILHOW TaMMOTIATUU U MUEJIOME.
Ecnu maroniornyeckoe cOOTHOIIIEHNE CBOOOTHBIX JIETKUX LieTeit
OTCYTCTBYET, CJICAYIOIIAM 3TATIOM JOJIXKHO OBITh TPOBENCHKE O -
OTICUY C UMMYHOTHCTOXMMUYECKUM MOATBEPKICHUEM HATUUHUS
MPOM3BOAHBIX TpaHcTUpeTnHa. AHamu3 JIHK (mpoBomurtcs
B HammmonansHOM LieHTpe aMmiionmo3a B JIoHIOHe ) TIIaBHBIM 00-
pa3oM MCIOJb3yeTcs, YTOObl pa3anyarh 0ojiee TUarHOCTUYECKU
penkue HacjeacTBeHHble opmbl AL-amunonnosa [3, 5]. Ecau
MyTallMy TPAaHCTUPETUHA HE BBISIBJICHBI, a MIPUCYTCTBYET HEMY-
TAHTHBIN TPAHCTUPETHH, TMATHOCTUPYIOT CEHWIbHBIM CUCTEM-
HbIll amuiaougo3. HakoHel, omnpeneieHue aMUHOKUCIOTHOM
MOC/Ie0BaTeIbHOCTH GeJTKa aMUIOUIHBIX BOJIOKOH — 3TO METOI,
MOCPENICTBOM KOTOPOTO MOTYT ObITh MIEHTU(DUIIMPOBAHBI T€HBI,
CBSI3aHHbIE C HACTIEJICTBEHHBIM aMUJIOMI030M.

BaskHble MOMEHTBI B IMAaTHOCTUKE aMUJIONI03a CEpALIa:

— aMUJIOUIO3 CIIEYeT 3aMO0I03PUTh MTPU HATMYUU CUCTEMHBIX
MpOSIBICHUI 3200/1€BAHNS;

— cJienyeT oOpaTUTh BHUMAaHUE Ha KJIacCUYeCKUe TMPU3HAKK
(«ryla3a MaHObl», MaKpOIJOCCUsT WM KOXHbIE TPOSIBICHMUS),
HO OHU YacCTO OTCYTCTBYIOT;

— TALMEHTBI IOJKHBI ObITh MACHTU(MUIIMPOBAHBI KAK MOXKHO
paHbiiie, YTOObI ObLITa BOBMOXHOCTh UCIIOJIb30BATh BCE BAPUAHTHI
JICYCHUS;

— TUT aMWJIOU/Ia JIOJIKEH OBbITh TIPAaBUJIbHO OTPE/IEIICH;

— HEoOXOIMMO MPOAHATIN3UPOBATH CEMEIHBII aHAMHE3;

— OKI' u sxokapauorpadus SBISIOTCI HEOTheMJIEMOI
YacThIO MEPBUYHOTO IMArHO3a, YUYUTHIBAS COYETAHUE HU3KOTO
BOJIbTAXa U TUMEPTPODUN MUOKAP/A;

— TUCTOJIOTMYECKUIT TMarHO3 HEOOXOAUM;

— XeJaTeJIbHO TOJTYYUTh IKCIEPTHOE MHEHME CIIeIMalNCTa,
3aHMMaloIIerocst mpoodaemMoii amuiaonmosa [18].

3aboseBaHus1, ¢ KOTOPBIMU cleayeT nuddhepeHInpoBaTh aMy-
JIOU103 cepaua:

— 6oJsie3Hb Dadpu;

— MHKCe/IeMaTO3Hasl KapaAMOMUOTIATHSI;

— ’KMIT;

— TUTEPTEH3UBHOE CEPIILIE;

— TeMOXPOMATO3;

— MIMONaTyecKas peCTpUKTUBHAS KapIUOMUOTATHS;

— CTEHO3 a0PTHI WM OOCTPYKLMS BBIHOCAILETO TpakTa JIK;

— TJIMKOTEHO3bI;

— CapKouII03;

— 3J10KaYeCTBEHHbIE MHUIBTPATUBHbBIE 3a001€BaHUS.

Takmuxka BEgeHus fonbHBIX C aMunougo3om

JleueHure aMuIOMI103a TOJXKHO ObITh HAMpPaBJIEHO HA YMEHb-
IIEHUE CUHTEe3a MPEeALIeCTBEHHUKOB, U3 KOTOPBIX CTPOUTCS Oe-
JoK amuiounna. Ecnu npu AL-amunonnose coxpaHsieTcst poJiu-
(depanust KJIOHA IM1a3MaTUUECKUX KJIETOK, BbIpabaThIBAKOIIMX
AMUJIOMIOTEHHbBIE JIETKUE 1IeMM UMMYHOIJIOOYJIMHOB, MPOTpec-
cupoBaHue 6oJie3HH rponokaetcst. Llenb Tepanuu 3akiiouaeTcst
B JIMKBUJIAIIMKM OTBETCTBEHHOTO KJIOHA IMJIa3MAaTUYECKUX KIIETOK
C MOMOIIIbIO BHYTPUBEHHOTO BBEIEHUST BBICOKMX 103 LIUTOCTATHU -
ka Mendanana [40] ¢ mocaemyorieii ayToIorniecKoi TpaHCIIIaH-
TallMeil CTBOJIOBBIX KJIETOK, OJHAKO CJEAYeT TOMHUTb O BBICOKOIA
CMEPTHOCTH IPM UCTIOJIb30BaHNU TAHHOTO MeTona jJeueHus [11].
[IpenukTopamMy HEOJATONMPUATHOTO MCXOMA SIBISIIOTCS HaTM4IKe
CH, cuHKOMaJIbHBIX COCTOSIHUIA, HAPYILIEHUI pUTMa, MOYeUHOM
HEJOCTaTOYHOCTM U BOBJEUEHME B MATOJOTUYECKUIl Mpoliece
JIBYX U 0OJIbllIe BUCLEPATbHBIX OpraHoOB. B 3THX ciyyasix TpaHc-
TUTAHTALIMST CTBOJIOBBIX KJIETOK He TIoKa3aHa. YTo KacaeTcst TpaHc-
TUIAHTALMK Cep/lia, TO CYHIECTBYIOT TMPOTHUBOIOIOXHbBIE TOUKU
3peHUs] Ha 3Ty MpoOJieMy: ¢ OIHON CTOPOHBI, 3(D(HEKTUBHOCTD
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Mmetona npu AL-amunonno3e HU3Kasi BBUIY Pa3BUTHUSI aMUJIOUI -
HBIX OTJIOXEHUI B TpaHCIUTaHTaTe [24], ¢ Ipyroii CTOPOHbI, €CTh
JaHHBIE O TIOJOXUTEIbHOM 3ddeKTe JTeueHUs] U yIydlIeHUU
MPOTHO3a MOCJIe TPAaHCIUIAHTALIMK CEPAIlla B COUETAaHUU C TPaHC-
TJIAaHTAlME CTBOJIOBBIX KJIETOK M XMMHUOTEpanueil ¢ mpuMeHe-
HUEM BBICOKHMX 103 Mendanana u gekcameTasoHa [16, 30]. Tak
KaK BBICOKHE 103bl MeJihasiaHa MOTYT ObITh TOKCUYHBI (CpeIu OT-
NaJIEHHBIX TOCENCTBUI €ro MPUMEHEHUsS BO3MOXHO Pa3BUTHE
OCTPOTO JICHK03a WM MUEIOAUCIUIACTHYECKOTO cruHapoMa) [40],
MPUMEHSIOT Pa3TMYHbIE UHTEPMUTTUPYIOIINE CXEMbI MTOJTUXUMU -
orepanuu. Cpenu HUX — MPUMEHEHWe TaTUIOMUAA/TeHATUIO-
MUIA OTAEIbHO WU B KOMOMHAIIMY C XUMUOTEeparueit, pUTyKCHU -
Maba (MPOTUBOOIYXOJIEBbIX AHTUTEJ, HAMTPABIEHHBIX HA AHTUTEH
CD20) y 60oapHBIX ¢ CD20-M0J0XUTETbHBIM KIIOHOM U UCTIONb-
30BaHME HOBBIX areHTOB, BKJIIOYAsl MMPOTEACOMHBII MWHTHMOUTOD
6opre3omMud. OoHAKO B HACTOSIIEEe BpeMs HET DaHHBIX 00 3¢-
(exkTMBHOCTH IBYX MOCIEAHUX MTpenapaToB. JlaHHbIe MccenoBa-
HMS, OCHOBaHHOTO Ha u3MepeHun ypoBHs NT-proBNP Bo Bpems
TIPOBEIEHUsT XMMUOTEPATIMU, CBUAETEBCTBYIOT 00 YIydIlIeHUU
CepIevHoIi fesTenbHOCTH NTpu AL-aMuiionio3e, KOTOpoe acco-
LIMUPYETCS C YMEHbIIEHUEM LUPKYIUPYIOLIMX aMUJIOUIOTEHHbIX
MIPEeIIeCTBEHHUKOB. JleueHre MInTeNbHOE M JODKHO TPOBO-
JIUTLCS MOJ HaOMofeHueM KBaTM(UUIMPOBAHHBIX CHELUATNC-
TOB — TeMaToJiora U Kapauosora.

JL71s1 TeYeHusI ceMeitHOTo aMUJION/I03a, BBI3BAHHOTO MYTalUsIMU
TPaHCTUPETHHA, PUOPMHOTEHA UM AMTOJIMTIONPOTEUHA, TPUMEHSI-
10T TPAHCIUIAHTALIMIO TIEYEHH, YTOOBI YIATUTh UICTOYHUK MYTaHT-
Horo Genka. [Tpy HEOOXOMUMOCTU TIPOM3BOIAMTCS TPAHCILIAHTA-
1LIMSI TOpakKeHHOTO OpraHa, BKJIlovast cepiie u movku [39].

B ciygae SSA, IAA wmm AA-amunonio3a JoKa3aHHOM CITeI-
(buyeckoii Tepanuu He CyIIECTBYET, XOTsl KIMHUYECKHUE UCTIbITA-
HUS TIEPCTIEKTUBHBIX COeIMHEH M1 ipofoxkatores. s AA-amu-
JIOU103a €IMHCTBEHHBIM CTIOCOOOM SIBJISIETCS JIeYeHIE OCHOBHOTO
(BOCTAJIUTEILHOTO MM UH(GEKIIMOHHOTO0) 3200J1eBaHuUSI.

CuMNTOMaTUYeCKM HA3HAYAIOTCSl JIKApCTBEHHbIE CPENCTBa
JUISl JIEYEHUS CepACYHOM HemocTaToOuHOCTU. OCHOBOM JIeUeHUs
SIBIISIIOTCSL IMypeTUKU. HapylieHue muactonnueckoil hyHKIMK
10 PECTPUKTUBHOMY TUITY U MOPaXKEHUE BEreTaTUBHOW HEPBHOIA
CUCTEMbl MOTYT TMPUBOAUTH K BBIPAXCHHOHN Opaavkapauu u
OPTOCTATMYECKOU TMITOTEH3UM, YTO OTPAHUYMBAET TPUMEHEHUE
B-anmpeHo0I0KATOPOB, MHIMOUTOPOB aHTMOTEH3WHIIPEBpPAIAl0-
miero dbepMeHTa ¥ 0JI0KaTOpPOB PelenTopoB aHruoreHsuHa II.
[TocTosiHHYI0 KApAMOCTUMYJISILIMIO UCTIONB3YIOT MPU HAPYIIEHU-
SIX TPOBOAUMOCTH. [IpuMeHeHHe O0-aroHUCTOB (MUIOAPUH)
Y HOILIEHUE JIACTUUECKUX YYJIOK MOTYT YMEHBIITUTD MPOSIBICHNUS
MOCTYPAJIbHOM TUITOTEH3UU, CBSA3aHHOW C aBTOHOMHOW HEWpo-
natueit. [{MrOKCMH TMPUMEHSIOT B PEAKUX CIyvasiX, TOJbKO
y 60abHBIX ¢ PIT 17151 KOHTPOJISI YACTOTHI CEPACUHBIX COKpalIle-
Huii (UCC), Tak Kak omucaHa ero CIoCOOHOCTb CBSI3bIBATHCS
C aMUJIOMIOM, YTO COTIPOBOXIACTCSI TIOBBIILIEHHOI YYBCTBUTE b~
HOCTbIO K Ipernapary ¢ ObICTPBIM pa3BUTUEM TOKCUUYECKOTO d(h-
dexra [38]. [Ipu Hammuuy apuT™Muit mpu AL-amMunonno3e moka-
3aHa Tepanusi aHTUKOATYJISIHTAMU M3-32 BBICOKOI BEPOSITHOCTU
pa3BUTHS TPOMOOIMOOTMIECKNX OCIIOKHEHU B CBSI3U C YACTHIM
00pa3zoBaHKEM TPOMOOB B JIEBOM TPEACEPIUH WU B YIIIKE JI€BO-
ro mpencepaus [19].

Taxum 06pa3om, 3a MocaeaHNe HECKOIBKO JIET CYLIECTBEHHO
M3MEHWINCh MHOTHE TIPENCTaBIeHUsI 00 aMWIOUI03€e, ero aua-
THOCTUKE U METO/IaX JEUeHUsI, YTO TIO3BOJIMIO JOOUTHCS 3HAUM -
TEJIbHOTO KJIMHUYECKOTO YayullieHus B psiae ciaydaeB. K coxane-
HUIO, B Halllell CTPaHe AMarHOCTHKA M OKa3aHUE TIOMOIIN TaKUM
OOJILHBIM €11e OCTAETCS HE Ha IOJIKHOM YPOBHE.

B xauectBe nmpumepa aMUIOMIHOTO MOPaXeHUsI ceplia Mpy-
BOJIMM COOCTBEHHOE KIIMHUYECKOE HAOIIoIeHHE.

Knunuyeckui cnyvaii

Bonbnasg M., 53 rona, ciayxarias, mpoxusaeT B Onecckoii 00-
nactu. HeomHokpaTHO mpoxomuia o0cieqoBaHUe U JIeUCHUE T10
MECTY KUTEJIbCTBA M OblJIa HalpaBieHa Ha KoHcy bTanmio B HHILL
«Mucturyr kapauonoruu um. H.JI. Crpaxecko» (dhespanb 2012
rozna) ¢ auarHozoM: MBC, crabunbHasi cTeHoKapaus HampsoKeHusI,
OK I1I. Kapmrockiepos. CH 1. M3 moiMKIMHUYECKOTO OTIese-
HUSI MTALMEHTKA ObLjla TOCIUTATM3MPOBAHA B OTIEICHUE peaHMa-
LMY ¥ WHTEHCHBHOI Tepamuy C CUHKOIAJIbHBIM COCTOSTHHEM

310poBg” YKpaiHu

u muarHozoM: MBC, HectabmibHas creHoKapaus, AV 0jokama
II crenenu. OcmoTp HeBpomaroiora rmocjie dMu301a MOTepu Co-
3HAHMSI TATOJOTMYECKUX HEBPOJIOTMYECKUX CHUMITOMOB HE BbI-
sBuil. Yepes cyTku OosibHast OblIa repeBe/ieHa B OT/IeNeHHe aTepo-
ckiepo3a n xpoundeckoid MUbC mist mooOcnenoBaHus U yTOUHE-
HUSI TMarHo3a.

[Ipu ocmoTpe mpeabsiBisiia XaaoObl Ha AaBsile-TeKyllue
0011 3a TPYIMHOI NPU HE3HAYUTEIbHBIX (PU3NUECKUX HArpy3Kax
(xompba 10 100 MeTpoB), BriepBbIE BOZHUKIIIKME OKOJIO 5 MECSILIEB
Hazan (ceHTs10pb 2011 T.), c1a60CTh, ONBIIIKY, MOSIBICHIE OTEY-
HOCTH Ha HMXKHUX KOHEYHOCTSIX, TIepeOoU B eI TeIbHOCTH CEpJi-
na. OtMevana rporpeccupoBaHue 0ojieit B TeUeHUe MOCIeTHUX
JIBYX HEJIEIb.

W3 anamHe3a n3BecTHO, YTO B IETCTBE TMAarHOCTUPOBAIY PEB-
MaTu3M, U €XerofHo o 14 jer mpoBoauIach OULMIIMHOTEPA-
mus. [ematut A — B 1953 1., MouekaMeHHast 00JIe3Hb C TIPUCTY-
oM 1ovevyHoit kojauku — B 2009 . Menomaysa — 1,5 roma. He
poxana. TyGepKyne3, XpOHUYEeCKUe BOCTIaIUTeIbHbIE 3a00eBa-
HUs OTpULIaia, TpodhecCuOHATbHBIX BPEAHOCTE He OTMevaa.

IMpu mepBMYHOM OCMOTPE COCTOSIHME CPEIHEH TSIXKECTH.
OnpIKKY B IoKoe HeT. HopMOCTeHMUECKoro TeocIoXeH s, 00-
paiiaeT Ha ceOst BHUMaHue TeHIIT Macchl Tefa (poct 164 cM, Bec
54 Kr), IOIKOXHast KMpoBast KJieTJaTka pa3BuTa ciabo (mo 1 cm).
Temnepatypa Tema 36,9 °C.  AprepuaibHoe JaBJieHUe
100/65 mm pr. ct. [Tysibc 76 yi/MuH, aputMudeH. YacTtoTa IbIXaHMsI
20 B MuHyTY. KOXHBIE TOKPOBBI OJIeHBIE, JTUII0 MACKOOOpa3Hoe
C CHHIOUIHOCTBIO BOKPYT IIa3HbIX opouT. HesHauntensHoe HaOy-
xaHue 1eiiHbIx BeH. LLlutoBuiHas xenesa npy najabnaluuu He yBe-
mmueHa. [lepudepuueckue muMdoysnbl He nanbnupytores. Iep-
KYTOPHO JieBasi paHK1Ia OTHOCUTEJIbHOM CEPICUHOI TYIOCTH CMe-
meHa Ha 1,0 cM KHapyXu OT JIeBOW CPEAHEKIIOUNYHOM JTUHUU.
AyCKyJIBTaTUBHO 1-ii TOH cepalia ociabieH, eAMHUYHbIE SKCTpa-
cucTosbl. Hajt IerkMu sICHBII JIETOUHOI 3BYK, JIbIXaHUE BE3UKY-
JISIpHO®, eIMHUYHBIE CYXUe XPUIThl B HUXKHUX OT/ENaX C JABYX CTO-
poH. S3bIK yKcThIil. ZKUBOT NP MaibHallMKd MATKUN, YMEPEHHO
00J1e3HEHHbIH B TIpaBoM rozipebepbe. [leueHb yBennueHa, BbICTy-
TaeT U3-TIOJl HIXKHETO Kpasi pebepHoii Iyru Ha 5 ¢M, Kpail eueHu
9NIACTUYHBIA, POBHBIA, HECKONBKO YIUIOTHeH. KuleuHuk mpu
TanbIayy 0e3 ocodeHHocTeid. CBOOOIHAS JKUIKOCTh B OPIOLTHOM
nosnocty He ompenensiercs. Cumnrom [lactepHallKoro oTpuiia-
TeJIbHBIA ¢ 06enX cTOpoH. OTEYHOCTh HMXXKHMX KOHEYHOCTEH J10
CPEIVHBI TOJICHEN.

B nabGopaTopHbIX aHAIM3aX KPOBU BBISIBICHBI: TMIIOXPOMHAsI
aHeMMs1 JIeTKOi crernieHu (remorno6uH 107 1/), Tunepxosectepu-
HEMUSI C BLICOKUM YPOBHEM XOJIECTEPUHA JIMTIONPOTEHHOB HU3KOIA
mwiotHoctr (XC JIITHII) (obmuii xoectepud — 7,7 MMOJIb/J,
XC JITTHIT — 5,41 mmonb/n), nossitieHue CPb — 9 mr/i, moBsi-
LIEHUE YPOBHS TUPEOTPOITHOTO FTOPMOHA U AHTUTEN K TUPEOTIH-
pokcupaze (TTT — 17,240 mxEn/mn, ATIIO — 616,0 Ex/min).
B 0011IeKTMHUYECKOM aHalu3e MOYM BbIsIBIEH Oelok — 1%,
yaenbHbIN Bec Moun — 1020 r/m, MUKpocKomus ocanka — 06e3 ma-
ToJNIorMyecKux u3MeHeHuit. CyrouHast skckperus 6enka — 1%.

Ha DKT (depanb 2012 ., ckopocTb 3amucu 50 MM/C): pUTM
cunycoBblit, peryasipubiii. YCC 76 B Munyty. Huskuii BojisTax
(0,2 — 0,5 MB) Bo Bcex cTaHAAPTHBIX U YCUJIEHHBIX OT KOHEYHOC-
Teil oTBeeHuUsIX. AV 610Kana 1-i cTeneHu ¢ yIIMHEHUEM UHTEP-
Baia PQ mo 0,35 c. QS B rpynnbix orBeneHusix (V, — V,) 6e3 Ha-
pylieHus ¢asbl penospusanuu (puc. 1).

Ha DKI, mpemocraBneHHoii 11st cpaBHeHus (Mait 2008 1., cko-
pOCTb 3amucu 25 MM/C): CUHYCOBBIi PUTM, BOJIBTaX CHMXEH
B otBeneHusax I1I, AVL. AV 6rmokama 1-ii cTeieHn — MHTepBal
PQ 0,24 c. 3youoB QS B IrpyaHBIX OTBEICHUSIX HET, OTMEYACTCS
Mabli poct 3yomua R B orBenenusix (V, — Vi) (puc. 2).

Ha 9xoKI' (deBpans 2012 1) ompenensinch. HOpMaJbHbIE
pa3Mepsl TOJIOCTEN ceplilia, BhIpaXXeHHass KOHLIEHTpUYecKasi -
neprpodust JIK ¢ TonmuHoli cTeHoK 10 1,6 ¢M (MHAEKC Macchl
muokapa 136 r/m?), runeptpodust MpaBoro xeayaouka (ToJIK-
Ha creHKU — (0,8 cM), BbIpaXeHHas! PeCTPUKTUBHASI AUACTONU-
yeckast auchynkuus JIK (E/A — 1,8; DT — 125 mc) (puc. 3), Ha-
JIMYKe XKUAKOCTU B TOJIOCTH TIEpUKap/a ¢ cernapalyeil IMCTKOB
1o 1,1 cm, dbpakiys nsrHanust 55% 6e3 cerMeHTapHbIX Hapyle-
HUI COKPATUMOCTH, KJIATIAHHBIN armapar 6e3 BUAMMOI 1aToJIo-
MW W HapyIIeHUs: HYHKIIUY.

XonrepoBckuit MonuTopuHT DKI: 3a 24 yaca MOHUTOPMPOBA-
HMSI PeTMCTPUPOBANICS CHHYCOBBI puT™M co cpemnHeir YCC 88
yn/mMuH, AV 6mokana 1-ii crerieHn. BolsiBieHbI BRIpaXKeHHbIE Ha-
PYLIEHHUSI pUTMA W TIPOBOAMMOCTHU: MUTPALIMSI BOIUTE/ISI pUTMA
Mo TpeacepausiM, u3MeHeHue mupuHbl Komruiekca QRS, CA
0J0Kana ¢ MakcUMabHOM may3oit o 1,8 ¢, 1057 xemynoukoBbIX

Puc. 1. 3KT 6onbHoi M., 2012,

Hu3kwii BORbTAX B CTAHAAPTHBIX OTBeAEHUAX, QS B nepeaHNX rpyaHbIX OTBEAEHUIX — Hanbonee yactbie npusHaku AL-amunonposa
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Puc. 2. 3KT GoneHoit M., 2008 T.
AV 6nokapa | crenenu. XapakrepHbIX A GMUIOMAO30 U3MEHEHMIA HeT
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Puc. 3. IxoKI 6onbHoii M., 2012,
Tuneprpodus creHok JK 1 pecTpuKTUBHBIH TMR AUACTONMYECKOIH
AncyHKLMM — XapaKTepHble NPU3HAKK nepeuyHoro Al-amunouposa

9KCTPACUCTOJI, U3 KOTOPHIX 420 map M TpUILIETOB, 12 3MM3010B
ouremeHuu, 393 M30JMPOBAHHBIX MPEICEPAHBIX IKCTPACHCTO-
nbl. I3mMeHeHuii cermenTta ST He OTMEYEHO.

O0630pHast peHTTeHOrpaMMa I'PYIHOI KJIETKU: JIETOYHbIE MO-
JISl YUCTbIE, HECKOJbKO CHMXEHA MHEBMATU3ALUS B HUXKHUX
otnenax. KopHu CTpyKTYpHBI, CHHYCHI CBOOOIHEI. TeHb cepaia
oKpyTas.

Vaprpa3zBykoBoe MccaeN0BaHUE IIUTOBUIHOMN XKeJe3bl: 1IH1-
TOBUIHAS XeJjie3a PacoioXeHa B TAMUYHOM MeCTe, OObIYHOM
(opMBI, 10JIM yBEIMYEHBI 10 1-ii CTeneHu, CTpyKTypa HEOIHO-
ponHa. JlomosHUTENbHBIE O0Opa3oBaHUSI HE OMPEACISIIOTCS.
TpusHaKky XpOHNYECKOTO ayTOMMMYHHOTO TUPEOUINTA.

Ha ocHoBaHMY 00BEKTUBHBIX IAHHBIX M PE3YJIBTaTOB 00CIe-
JOBaHUSI ObUI YCTAHOBJIEH TMpeIBapUTENbHBIN TUATHO3:
T'KMII, HeobGcTpykTuBHAsg ¢GopMa, CHUHIPOM CTEHOKApIUM.
AV-070Kana | cTeneHu, XenyaouKoBasi 9KCTPACUCTONINYECKAast
aputMus (Lown 1V). CunkomnansHoe coctosHue 08.12.2011.
CH IIA craguu c coxpaneHHoil ¢pakuueii Beiopoca JIZK, 111
OK. TunepxonecrepuHeMuss. XpOHUYECKUI ayTOMMMYHHBIM
TUPEOMUT, TUITOTUPEO3, MUKCEAEMATO3HBII MEPUKAPANT.

boabHoI1 ObUTIO Ha3HaueHO JieueHue: acnupuH 100 mr 1 pas
B CYTKM; MeTomposios 12,5 Mr 2 paza B CyTKU; NEpUHAOTPUIT
2,5 mr 1 pa3 B cyTku, uBabpaauH 2,5 Mr 2 pa3a B CyTKM, CHMBa-
cratud 20 mr 1 pa3 B cyTku; Ja3ukc 2,0 MJI B/B, ¢ KOHTPOJIEM
0ajTaHca XUIKOCTHU, SYTUPOKC 25 MT 1 pa3 B CYTKH.

HecMmotpst Ha 1o uTO 3aMemmiack YCC, cocrosiHre 60Jb-
HOH yXYAIIMIOCh: YCUJIMJINCh OIBIIIKA U CIA00CTh, CHU3UIICS
ypoBeHb AJl, yMEHBIIUJICS TUYpe3.

Takum 00pazom, B KIMHUYECKON CUMITOMATHKE, T€UEHUN
3a001eBaHMS ¥ TaHHBIX 00BEKTUBHOTO 00CIeI0BaHMS Ha0II0-
JaJIUCh SIBHBIE MpoTuBopeunsi. [TalMeHTKa — XeHIIMHA Cpejl-
HEero Bo3pacta 0e3 ceMeHHOro aHaMHe3a CepieYHO-COCYIUC-
ThIX 3a0oseBaHUil. 3a00jeBaHUEe BO3HUKIO HEJaBHO (OKOJIO
rmoJiyrofa) u ObICTPO Mporpeccupyer. B KIMHUYECKO# KapTHE
Ha TIePBBIii TJIaH BBIXOJAT CUMIITOMBI CEPIEUHOI HE0CTaTOY -
HOCTH, 1pu 3ToM dpakius usrHanus JIXK He cHukeHa, nato-
JIOTYSI KJIATIAaHHOTO anmnapaTa oTcyTcTByeT. bosbHas He cTpana-
eT TMIEePTOHNUYECKOl 0O0JIe3HbIO, HE MMEET MOPOKOB Cepalla,
ano naHHeIM OXoKI BbIsiBIeHA 3HAUMTENbHASI KOHLIEHTPUYEC-
Kas TUnepTpodust U BbIpaXeHHas PECTPUKTUBHAS JAUACTONN-
yeckast auchynkuusg JIK; mpu arom Bomprax DKI' He mMoBHI-
IeH, a 3HauuTeabHo cHikeH. Ha OKI peructpupyrorcs nces-
nouHbapKTHbIe QS B rpyAHBIX OTBEACHUSIX 0€3 aHAMHECTUYEC-
KUX YKa3aHUil Ha TMepeHeCeHHBbI MH(apKT MUOKapaa u 0e3
30H acuHepruii nmo pesyasratam OxoKI. B xone nuddepenuu-
anbHoit nuarHoctuku ¢ [KMII 6buto BbICKa3aHO MpeAnoo-
KeHUE 0 BO3MOXHOM aMUJIOU03¢ cepalia. B moib3y nmociesn-
HEero nuarHo3a Obla MPUCYTCTBOBABILAS Y OOJLHOI CHUCTEM-
HOCTb KJIMHUYECKUX TPOSIBIEHUI — HaJIU4Yue TOopakeHus 1o-
4yek (MpOTeuHypHsi), COCYIOB (CUHAPOM CTEHOKApAWHU, MepH-
opOuTanbHas Myprypa) U HelponaTtuu (CHHKOTAIbHbIE COCTO-
STHUS).

Jlnst noATBepKASHMS I1MarHo3a naleHTKe Obljia mposeaeHa
MPT opraHoB rpyaHOii KIeTKM U cpenocTeHus. bonbHas 6bi1a
HarpapjieHa B OTIejleHre OHKoreMmartojoruu HanuonanbHOTro
MHCTUTYTA paKa Ul MpOBeIeHUS] OUONCUU TKaHel POTOBOM
MOJIOCTU U TiepeiHell OpIOIIHON CTEHKM Ha HaJIUYue aMuUio-
una.

MPT opraHoB rpyaHOW KJIETKU M CPEIOCTEHUS: JIETOUHbIE
10JIs1 HECKOJIbKO YIUIOTHEHBI, € SIBIEHUSIMU (prOpO3UpOBaHUs,
YepeyroLIerocs ¢ TOoJIsIMU MOBBIIIEHHON BO3AYLITHOCTH. JIUM-
(oys3Iibl cperocTeHUs He yBEIMYEHbI, KOPHU JIETKUX CTPYKTYP-
Hbl. B cuHycax cBobomHas Xuakoctsb He onpenensiercs. Cepyi-
11€ ¢ BBIPAXEHHON TUnepTpodueil mpeumMyIeCTBEHHO CTEHOK
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JIK, nioTHOCTh TKAHU HE UCKITIOYAET aMUIOUAHON MHDUIBT-
pauuu. B mosoctu nepukapaa yMepeHHOe KOJMYeCTBO CBOOO/-
HOM XHUIKOCTH.

PesynbraThl MyHKIIMOHHOW OWMOMNCHMM IEKU U TepeaHeit
OpIONIHOM CTEHKM: B OMOMNTATaX KOXHU MPUCYTCTBYIOT MEJKHUE
(bparMeHTHl IepMbl ¢ €AMHUYHBIMU apTEPUsIMU, KOTOPbIE Xa-
pakTepu3syiotcst hpudbpo3omM cTeHKU. B Guomnrarte 1ieku B cocod-
KOBOM CJIO€ COOCTBEHHOM TJIACTUHKU OTMEYaeTCsi HEKOTOpOe
YIUIOTHEHUE CTEHKHM KPOBEHOCHBIX cocynoB. OOHApYKMBAIOTCS
OKpYIJIbIE M OBaJbHbIE TeJblla, TOMOTEHHO OKpalllMBacMble
KOHTO KPAaCHBIM, KOTOPbIE MOTYT OBITh paclieHeHbI KaK OTJIOXe-
HUST aMUJIONA.

PesynbraThl TOBTOPHBIX aHAIM30B Ha COJEPKaHUE TOPMOHOB
LIMTOBUIHOM XeJe3bl, IPOBEIeHHbIE Yepe3 2 Hejl Tocie Ha3Ha-
4yeHUs1 TopMoHaibHoil Tepanuu: TTT — 6,715 MxEn/mn, AT-
MO — 480,0 En/mn, TpuitonTupoHuH — 2,630 nr/mi, cBoboI-
HBII TUPOKCUH — 29 HI/mI.

Ha ocHoBaHuu nMeronMxcs KIMHUKO-TA00paTOPHBIX TaH-
HBIX U Pe3yJbTaTOB OMOMCUM, MALUEHTKE ObLT YCTAHOBJIEH IU-
arHo3: [lepBUYHBIN aMUIONI03 cepaua v nodek. JuchyHKuus
CHUHYycOBOro ysna, AV-6jiokana 1-it creneHu. XKenymnoukoBast
sKcTpacucroinmueckass aputmus (Lown IV). DkccymatuBHBIL
nepukapaut. CH IIA craguu ¢ coxpaHeHHOI (ppakiimeii BHIOPO-
ca JLK, III ®K (NYHA). [itmepxonecrepunemusi. XpoHUJec-
KWii ayTOMMMYHHBII TUPEOUAUT, CYOKTMHUYECKUI TUTTOTUPEO3.
JVCcuMpKyIsSTOpHAs COCYAMCTO-MO3roBasi HENOCTaTOUYHOCTDH [
CTEeTIeH!, CMHKOManbHbIe cocTossHus 08.12.2011 m 21.12.2011.

B kauecTBe neuyeHMst 0OIBHOM OB Ha3HAYCH MPEIHU30J0H
15 Mr B cyTku. JIst pelieHus1 BOIpoca 0 He0OXOAUMOCTH ycTa-
HOBKU KapAMOCTUMYJISITOpA MalMeHTKa Obl1a TPOKOHCYJIBTUPO-
BaHa B otaeneHuu aputmuit HUMCCX um. H. Amocoga.

YuuThiBasi TO, YTO TOJBKO B CHELMATN3MPOBAHHBIX KIMHU-
Kax, 3aHUMAIOUIMXCS TPOOJIEMOI aMUIION103a, BO3MOXKHO TOY-
HO YCTAaHOBUTbH TUM 3a00JI€BaHUSI M HA3HAYMTH COOTBETCTBYIO-
LIYI0 TeParuio LIMTOCTaTUKaMU, OOJIbHOM ObUIN TaHbl PEKOMEH -
Januy o0paTUThesl B OHY U3 TakuX KIMHUK (B JloHnoHe, bep-
nuHe, Tenb-ABuBe).

[ToBTOpHOE 06pamenue manuenTk B HHIL « MacTUTYT Kap-
MOJIOTHM» Yepe3 3 Mecsiia. bosibHas 3a 3TOT Mepuoja BpeMeHU
Obla o0cienoBaHa B LleHTpe reMaToI0rMu M TpaHCIIaHTAlluN
KOCTHOTo Mo3ra (YHuBepcuteTckasi KiMHuka, Tenb-ABus, 13-
pawib), TIe MOATBEePXAeH AMarHo3 nepsuyHoro AL-amunounno-
3a ¢ MopaxKeHUeM cepjlia v nmoyek. Jluarnos BepuduiipoBaH Ha
OCHOBAHUU TOBBIIIEHHOTO COAEPKAHUS TIA3MAaTUUECKUX KJle-
TOK, HaJIM4us JIeTKUX Lieneil ummyHornooyauHos (FLC): k —
7,07 mr/n (HopMa 3,30-19,40 mr/m), A — 403 mr/n (Hopma 5,71-
26,30 mr/n), k/A — 0,02 (Hopma 0,26-1,65). IMauueHTKe ObLIO
Hayvaro JedeHue 1o mporokony VD (6oprezomm6b 1,3 mr/m* +
neKcaMeTa30H 8 Mr) IuKJiIaMu B 1, 4, 8-if 1 12-ii meHb KaxIble
21 nens. [epen KaxabiM KypcoM MPOBOIMIICS KOHTPOJIb 00111e-
ro 1 OMOXMMHUYECKOTO aHATU30B KPOBU. B cuMnTomaruyeckyio
Tepanuio nodasieHbl: Topacemun 10 Mr 1 pa3 B 5 qHel B Hene-
0, 3MIepeHoH 25 Mr/cyT, BapdapuH non koHtpoireM MHO.
bonbHas npora 3 Kypca peKOMEHI0BaHHOTO JieYeHUs Ha 0a3e
U3PpaWIbCKON KIMHUKU. 32 BpeMsl TIPOBEICHHOTO JIEUSHUS MO-
Kaszatesb A cHusmics ¢ 403 no 89 mr/n. Ha OKI ymeHbInuiach
AV-6nokana (uatepsan PQ ymenwiuuics go 0,25 ¢). Cunko-
MaJIbHBIE COCTOSIHUSL HE TIOBTOPSLIUCH. JlanbHeime Kypesl Je-
YeHUsI IPOBOMSITCS B aMOYJIaTOPHBIX YCIOBUSIX O] HAOIIOICHM -
€M remMaroJiora.

B nacrosee Bpemst (okTs10ph 2012 T.) cocTosiHEE OOJIBHOI
CpelmHeil TSKeCTH, CUHKOTANIbHbIE COCTOSIHUSL HE TTIOBTOPSITUCD,
HECKOJIbKO YJTy4IIMIaCh TOJIEPAHTHOCTD K PU3NUECKUM HArpy3-
KaM. XMMUOTepamnusi LIMTOCTaTUKaMU OblJla OTMEHEHa Criela-
JIMCTAMM M3PaUJIbCKOM KIMHUKK B CBSI3U C PA3BUBLIMMMCS T1O-
00uHbIMU 2D dexTamMu (BbIpaXkeHHast TOJTMHEBPAITHS B KOHEY-
HocTsix). [loBTOpHOE OOC/enoBaHUE 3alIaHUPOBAHO uvepe3 2
MEC TocJie OTMEHBI Mpernapara.

Jaknwyenue

JleMOHCTpaIus AaHHOTO KIMHUYECKOTO CITyJast CBUIETE b~
CTBYeT O TOM, YTO JAMarHOCTUKAa aMMJIOMI03a Cepiia Tpen-
CTaBJIsIeT 3HAYUTEIbHbIE TPYAHOCTU B MPAKTUKE KapaMOJIoTa.
CBsI3aHO 3TO C €ro peaKoil pacrmpoCTPaHEHHOCTBIO, OTCYT-
CTBMEM MAaTOTHOMOHUYHBIX CUMIITOMOB B KIMHUYECKOI Kap-
TUHE. YUUTbIBas HEOJArONpPUsTHBINA MPOTHO3 Y ATUX MallUeH-
TOB, 0COOEHHO Mpu AL-amuionnose, CBOEBpeMEHHas aua-
THOCTMKA U paHHee JieueHue, 0e3yciI0BHO, BaxHbl. [Togo3pe-
HUE Ha HaJU4yue MOPaXEeHUs cepiua aMWIOUIO030M [OJIKHO
BO3ZHMKATh MTPU Pa3BUTUM Y OOJLHOTO PECTPUKTUBHOMN Kapau-
OMMOIIaTUU C 3HAYUTEJIbHBIM YTOJIIEHMEM CTEHOK Cepjla
B COYETAHUM C OPTOCTaTMUECKON TMITOTEH3Mel, CTeHOKapIn-
eit, HedpomaTreir U IPYTUMU CUCTEMHBIMU TMOPaKSHUSIMH.
CoBpeMeHHbIe METO/Ibl BU3YaIM3alluy aMUJIouIa, OMOXUMU-
YyecKue MapKephbl, KOJMYECTBEHHbIE METO/IbI BBISIBIEHUST aMU -
JIOUIHBIX OEJIKOB 1al0T BO3MOXHOCTD 00Jiee paHHE! U TOYHOM
JUArHOCTUKY 3a00JIeBaHusl, a MOCeHNE TOCTUXKEHNUS B Jie-
YeHUU MOTYT YBEJMYUTH MPOJOKUTENbHOCTh KU3HU ITHX
601bHBIX. HO B CBSI3M € TeM, UTO TaKue METOAMKH, KaK arpec-
CHBHasi XMMMOTepanusi C IMOCJIeAyolIeil TpaHCIIaHTaluen
CTBOJIOBBIX KJIETOK, a TO TIOKa3aHUSM — Tepecajika MevyeHu
u/Wn cepiia, B YKpanHe B HaCTOSIIIee BpeMs HE TTPOBOISIT-
csl, 3aj1aua Kapauojiora — Kak MOXHO PaHbllle 3arol03pUTh
W TIONTBEPIAUTh AMATHO3 «aMMJIOWIO03 Cepalla» M HaIpaBUTh
MalyenTa s JaJbHEHIIero JeueHus] B Crelnaiu3upoBaH-
HYI0 KJIWHUKY, 3aHUMAIONIYIOCS TpoOJeMaMu aMWJIOMI03a,
reMaToJIOruu, TpaHcIulaHTauuu. CBoeBpeMeHHas AMarHOCTH -
Ka ¥ paHHee HavyaJlo Teparuy MOTYT YIYYIIUTh IPOTHO3 U YBe-
JIMYUTH BBIKMBAEMOCTb OOJbHBIX C ITUM 3200J1€BAHUEM.

-
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