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AMUIION103 — 3TO Tpymmna 3a00JieBaHUM, MPU KOTOPHIX B OJHOM HWITU
HECKOJIbKMX OpraHax HaOJI0/IaeTcsi OTIOKEHUE aMIIonaa — ocoboro Oenka
GbuOPHILISIPHON CTPYKTYpPHI. Y yernoBeka onucanbl 6osiee 20 pa3nuyHbIX OEIKOB-
MPEIIECTBEHHUKOB aMUJION/1a, CIOCOOHBIX JEMOHUPOBATHCS B GUOPHILISIPHOM
MaTpHKce omnpeneiacHHbIX TKaHe [1]. B 1842 r. K. PokuTaHckuii mpuMeHUIT
TEPMHUH «aMUJIOUI» TIPU OINKMCAHUU YBEIUYEHHOM IIEUEHH U CEJIE3CHKU Y
OOJIbHBIX C XPOHMYECKMMH 3a00JICBAaHUSIMU TPU TAK HA3BIBAEMOW CAIbHOU
oone3nu. B 1854 r. P. BupxoB wucnonp3oBai #oa Jis OKpalldBaHUS U
BBISIBJICHUSI HA CBETOONTHYECKOM YPOBHE BEIIECTBA, OTKJIAAbIBAIOLIETOCS B
TKaHSIX Y OOJBHBIX TyOEpKYJI€30M, CHPUINCOM, aKTHHOMUKO30M [2].

B skoHOMMYECKH Pa3BUTBHIX CTpaHAX Yalle BCTPEUYAIOTCS TPU OCHOBHBIX
TUMA TOPAKAIOUIUX CEepIlE aMUIOWA03a: aMWIOUI03 Jierkux uene (AL),
CEHUJIbHBIA cUCTEeMHbI amunonao3 (SSA) u cemeitnwiii ammiionno3 (FAP),
MOCJIEAHUN 4Yalle BCETO SBISETCA pPE3yJIbTaTOM MyTallMd TpPaHCTHpEeTHHa. B
Pa3BUBAIOIIMXCS CTpaHax HaumOoJiee PaclpOCTPaHEH BTOPUYHBIN aMUIIOHWI03
(AA), BO3HMKAIOIMWA Kak CJCJACTBHE XPOHUYECKMX HHPEKIHA U HX
Hed((PEeKTUBHOTO JieueHUs. Y JIMII TOXKWIOTO BO3pacTa BCTpPEHAETCS
M30JIMpOBaHHbIA amMunongo3 npencepauid (IAA). T'opa3no pexe BBISBISIIOTCS
BApUAHTBHl aMUJION/03a, HE CBA3aHHBIE C MyTalWdell TPAHCTUPETHHA, a B
pe3yabpTare MyTaiuu (puOpuHOreHa, anonpoTernHa u JxeycoiuHa. HekotopbsiMu
YYE€HBIMHU BbIACIACTCS aMiiIon103 AB2M, accolmupoBaHHBIN C TEMOUATN30M,
a takke ATTR-amunonmo3, Bkarovaronmi B ceds 1Be PopMbl — CEMEHHBIN H
CUCTEMHBIN CTapUYECKUM aMHIIOUA03. DTHU PEAKUE THUIbl 3a00JI€BAHUSI MOTYT
NPUBECTH K 3HAYUTEILHOMY MopakeHuto cepama [1, 3, 4, 7].

Cepatie sBISIETCS JOMUHUPYIOIIUM OPraHOM-MHIIEHBIO MPU CUCTEMHOM
aMUJION03€, HO TPH HEKOTOphIX (opmax 3a0o0JieBaHUS BCTPEUAETCS €ro
M30JIMPOBAHHOE MOpa)XeHHue. Y MalMeHTOB C aMUJIOMJ030M, MOJITBEPKICHHBIM
HEeKapAHaJIbHOW OWOICHEN, BOBJICUEHHE CepAlla MOJITBEPKIACTCS  WIH

MOJIOKUTCIIbHBIMA  PC3YJIbTaTaMU ouorcun MHOKapaa, /U YBCIIMYCHUCM



TOJIIMHBI CTEHOK JieBoro xemynouka (JIK) (Mexokeny10ouKkoBOM Meperopoku
>12 MM) NIpu OTCYTCTBUM apTEPUATBHON TMIEPTEH3UU WIH IPYTUX BO3MOKHBIX
MPUYUH UCTUHHOMU runiepTpoduun JIK [1].

BaxxHbIM BOTIPOCOM SIBJISIETCSI paHHSSI TUArHOCTUKA aMHJIOM03a, TaK Kak
IpY HAJIWYUM KIMHUYECKH 3HAYMMBIX MOPAXEHUH cepaua MpPOTrHO3 KpaiHe
HEOJIaronpusiTeH B CBSI3U C OBICTPBIM IporpeccupoBaHueM 3aboneBanus. [lpu
OTCYTCTBHH aJI€KBAaTHOTO JICUCHUS YTONIIEHUE CTEHOK MUOKap/aa y OOJbHBIX C
AL-amMmion1030M MOXKET 3HAYUTEIBLHO MporpeccupoBath — g0 1,45-2,16
MM/M€C. U MPUBOJUTh K Pa3BUTHIO 3aCTOMHON CepAeYHOW HEIOCTATOYHOCTH U
cMepTu B TeueHue 6 mecaueB [1]. [Ipu mo3aHeil quarHOCTUKE 0O0IIasl TSAKECTh
COCTOSIHHAS OTHUX MAalMEHTOB HE I03BOJSET IPOBOAUTH MM COBPEMEHHOE
3¢dexTuBHOE JeyeHUEe (MHTEHCUBHAs XUMHUOTEpaIlus C TpaHCIUIAHTalUen
CTBOJIOBBIX KJIETOK, TPAHCIUIAHTALIMSI OPraHOB: CEpAla, MEYEHU WU TOYEK).
TodHOE TUIIMPOBaHUE AMUJIOMJIHBIX OTJOKEHHA MMEET IEPBOCTENEHHOE
3HAUYEHUE [JJI1 HAa3HAYEHUS COOTBETCTBYIOLIEH Tepanuu. Tum amMuionja,
CTENIEHb BOBJICYEHUSI OPTraHa B MAaTOJOTMYECKUI MPOLECC, @ TAKKE OTIAECIbHBIC
MyTalMU OINPEAEISIIOT BapUAHTHI JICYEHUS, KOTOPOE MOKET OCYILECTBISATHCS
TOJIBKO B CHEUUAIU3UPOBAHHBIX OTIEICHUSIX, UMEIOIIMUX OINPEACIICHHBIN OIbIT
JUArHOCTUKH U JICUCHUS 3TOTO 3a00yeBanus [1].

AL-amunonnio3 (mepBUYHBINA, UIMONATUYECKUN aMUJIONI03) BCTPEUYAETCS
IPUMEPHO OJMHAKOBO YaCTO Y MYXYHMH U >KCHILIWH, KaK IIPaBUJIO, B BO3paCTe
crapuie 50 mer. OcHoBoii pa3Butus AL-amunounosa sBusierca gedekT
MOHOKJIOHAJIbHBIX MOMYJISIIUI MJIa3MaTHYECKUX WM B-KJIETOK KOCTHOTO MO3ra,
KOTOpbIE HAYMHAIOT MPOAYIIMPOBATh AHOMAIBHBINA MAPANIPOTEHH, 00JIaIat0IINN
amMuiIouoreHHocTho.  IlpenmectBenHukn AL-amunonna — Jerkde 1enu
MOHOKJIOHaJIbHOTO UIMMYHOTJIOOYJIMHA (Yallle A-, pexe K-THUIOB). Y CTAaHOBJIECHO,
yTo CcyOBeauHuIsl AL-GubpwiispHoro Oelka COCTOAT B OCHOBHOM U3
BapualOeNbHBIX YYacCTKOB JIETKMX Ienei. Yacto HaOmogaeMple 3aMEHBI

OTACJIBbHBIX AaMHWHOKHUCIIOT B BapI/Ia6eJ'H>HI)IX y4dacTKax O6y0J’IOBJ’IHB3IOT



JECTA0MIIA3AIMIO STUX MOJIEKYJI, TIOBBIIIAsl BEPOSATHOCTH 00pazoBaHus (GUuOpHILI
amunounna [5, 8]. IIpu aToM muckpas3us MmiIa3MaTHYECKUX KJIETOK MOJ00HA TOM,
KOTOpasi HaOJtoaeTcs IPU MHOKECTBEHHOM MHUEIOME, HO OTJIMYaeTCs OT Hee.
Muenoma moxer comyTtcTBoBaTh AL-ammionaody B 10-15 % cnydaeB kak
OTIIETIBLHOE, MapajuIeIbHOE 3a00JIEBaHNE TNIA3MATHICCKUX KIIETOK U TIPEIBEIIACT
10Xoi poruos [1].

OcHoBHBIE opraHbl-MuiieHH npu AL-amuminoungose: cepame (60-90 %),
nouku (74 %), neuens (27 %), nepudepuueckas HepBHas cucrema (22 %) u
BereTaTuBHas HepBHas cuctema (18 %). CuHIpoMm KapnaabHOTO KaHaja
(cnaBieHue CpPEAMHHOTO HEpPBAa OTJIOKECHHUSIMHU aMUWJIOMJHBIX Macc B 00JacTu
KaprnajapHOU CBs3ku) BcTrpedaeTcss B 20 % cinydaeB M MOXKET OBITh TMEPBOi
MaHu(decTaneil 3a0ojieBaHMsI B TEUEHWE MHOTMX JieT. Y OOJIBIIMHCTBA
nanueHToB (69 %) npu AL-amMuion103€ B HaTOJIOTHYECKUM MPOIIECC BOBICUYECHBI
HECKOJIbKO opraHoB. KapauanpHble CUMITOMBI UMEOT OKoilo 20 % »Tux
OOJIbHBIX, U IPUMEPHO B 5 % cilydaeB BCTpeUaeTCS U30JUPOBAHHOE MOPAKEHUE
cepaua [1]. [Ipu oTnoskeHnn aMuiIona B COCy1ax, 0COOEHHO B MEJIKUX COCYaxX
MHOKap/ia, MOXET MOSBUTbCSI CHUMITOMATHKA KIACCHUYECKON CTEHOKapIuH
HanpspbkeHus. Hanmuuue amuionioza cepiia yka3blBaeT Ha HauXyIIIWM TPOTHO3
[0 CPABHEHUIO C MTOPaXEHUEM APYTruX opraHoB. CpeaHsis BBIHKMBAEMOCTh TaKUX
OOJIbHBIX COCTaBiAeT 13 MecsieB 0e3 JeUeHUs U MOXKET YBEJIMUUBaThCs 10 17
MECSAIIeB MPU MOCTOSIHHOM MprueMe MemdanaHa u MpeIHU30JI0Ha, a PY HATTUIUH
CUMIITOMOB CEPACYHON HEIOCTATOYHOCTH — OKoJIo 6 mecsieB. Tompko y 5 %
OOJIbHBIX OTMEYaroT BbDXKKMBaeMOCTh 70 10 sier [1]. buorncust KOCTHOTO MO3ra
HEe0OXoaMMa JIsl TOTO, YTOOBI OMPEETUTh MPOICHT MIa3MaTUYECKUX KIETOK U
HaJW4Yue MHOXXECTBEHHOW wmuenaombl. I[lpu AL-amunounoze oH 0OBIYHO
coctasisieT 5—10 %, unoraa 10 20 % (B Hopme <4 %). [mazmMarndeckue KIeTKU
MPOIYIUPYIOT UMMYHOTJIOOYJTUHBI K- WM A-M30THUIIOB, KOTOPHIE MOTYT OBIThH
BBISIBJIEHBI TTpUMEPHO Y 92 % manumenToB. CyiiecTByeT npeobiagaHue JErkux

nenei A Haxg Kk B cootHomenuu 3:1 mpu AL-amunounose [1], a mpu Muenome



oObIyHO HaOmomaeTcs oOpatHoe cooTHomieHHe (2:3). Y  OOJBHBIX €
AL-amMniou1030M 4KCIIO MJIa3MAaTUYECKUX KIIETOK, CTENEHb MX KJIOHAIbHOCTH,
KOJMYECTBO JIETKUX IIeNed W WX H30TUIOB CBA3aHBI C BBDKHUBAEMOCTHIO.
[Iporuo3 npu AL-amunoungo3e HeOIaronpyusTHBIN.

[Ipu  ceHmiapHOM  cucTeMHOM  ammwiouaose  (SSA)  OenkoM-
NPEAIIECTBEHHUKOM  SIBJIIETCSI HEMYTAaHTHBIM  TPaHCTUPETHUH, KOTOPBIi
OTKJIAJbIBAETCA, NPEUMYIIECTBEHHO, B cepjle. BapuanTsl CcTapuyeckoro
amuious03a — AuQy3Hble UHTEPCTULIMATIbHBIE (GUOPHILIAPHBIE OTJIOKEHHUS B
MUOKape, MyJIbTU(HOKAIBHBIN MAaCCUBHBIN aMUJIOW103 MUOKapaa, 1udy3HbIi
MHTEPCTUIMAIBHBIA  CeTYaThld  (IMICEeBAOTMNEPTPOPUUECKUNA)  KapIuaIbHBIMA
aMUJIOUJI03, AaMHIJIOUZ03  KOPOHApHBIX  apTepuil  (MYyJIbTHHOMYJISPHBIN
CTEHO3HUPYIOIIUN KOPOHAPHBIM aMUIIOUA03) U aMWIon103 aopThl. [lopakeHue
Cep/ilia MpY CTAPIECKOM aMUJIONI03¢ KIMHUYECKU 9acTo He TposBisiercs [6]. B
1ejoM 3a00JIeBaHUE, HE MMEIOIee MAaTOTHOMOHUYHBIX CUMIITOMOB, MPOTEKAET
MoJ MacKOM caMbIX pa3IMYHbIX COCTOSHWM, W €ro MPUHUMAIOT 3a
runeprpodpudeckyro kapaunomuonatuio (I'KMII) unn umemuyeckyto 00Je3Hb
cepaua (MBC). Yame Bcero SSA — 0one3Hb MyX4uH ctapiie 65 jer, y Juil
ctapuie 80 JeT ero pacrpocTpaHEHHOCTh Kosiebsiercst oT 25 1o 35 %. B penkux
ciydasix 3a00JieBaHUE HAYMHACTCS y MAIMEHTOB B MOJIOJIOM BO3pacTe, OHU, KaK
MpaBUJIO, HYKJIAIOTCS B nepecaake cepaua [1].

Kax cnenyer u3 Ha3zBanus, 3Ta popma amuiionga JACHCTBUTEIHLHO UMEET
CHUCTEMHOE pacnpocTtpaHeHue. Kpome cepjna u jgerkux, SSA HaxosT TakXe B
YKETyI0YHO-KUIIIEYHOM TPaKTe, NMEUEHHU, CEJIC3CHKE U PHIOKPUHHBIX XKeje3ax, a
Takke B KOCTHOM Mo3re U si3blke. [lopaxkeHue mouek BCTpedaercsl pexe, HO
HapylieHue uX (QYHKIUM MOXKET BO3HMKATh Ha O0ojiee TMO3IHMUX CTaJUsIX
3a00JIeBaHMs, KOT/Ia CEPACUHBIA BHIOPOC OUeHb HU3KUM. OCHOBHOE TIPOSIBJICHUE
3a00ieBaHUs — TIOYTH BCErJa 3acTOWHAas cepAeYHas HEeIOCTaTOYHOCTh. [lo
JaHHBIM ayTtoricuu, y 22-36 % mromeit ctapiie 80 BBISBISIIOT OTJIOXKCHHS

aMHJIOnJa B MHOKapAC, HO 3TOI'0, KaK IIPaBUJIO, HEAOCTATOYHO, YTOOBI BJIUATH



Ha CEpICYHYIO [EATENbHOCTh. SSA HMEET MEIJIEHHO IPOrPECCUpYIOLIEe
TEUEHUE, U CPEIHssT BBDKUBAEMOCTh COCTaBJSIET 7,5 JeT, B CpaBHEHUHU C 15
MecallaMu  y OonbHbIX ¢ AL-amuioungo3om, mOpu  OAMHAKOBOM CTENEHH
yronmieHus cteHok JIDK. 3aboneBanue clieqyer 3amolo3puTh y MOKHIIBIX
NAlMEHTOB MY>KCKOTO II0JIa C HEOOBSICHUMBIM yTroimeHueMm crteHok JDK,
BBISIBICHHBIM ~ METOJIOM  3XOKapAuorpapuu U  KIMHUYECKOM  KapTHUHOU
HEJIOCTaTOYHOCTH 000X KemyJouKoB. Bonbrax snekrpokapauorpadpun (IKI)
MOJKET ObITh HOPMAJIbHBIM; YaCTO PETUCTPUPYIOTCS PUOpHIUIsALUs / TpereTaHue
npeacepIuii WM  HapylIeHUWEe MPOBOJUMOCTH, TPEOYyIOLIee YCTAHOBKH
MIOCTOSTHHOTO KapAuocTumyJsitopa [1].

CemeiiHblld  aMWJIOMAO3  —  Ipynma  ayTOCOMHO-IOMHHAHTHBIX
3a00JIeBaHUM, CBSI3AHHBIX C MYyTalMel B TIeHaxX OENIKOB-TPEAIIECTBEHHUKOB.
MyTtaHTHble O€JIKH, B OTJIMYUE OT OOBIYHBIX OEIKOB, HECTAOWJIBHBI U TpH
ONpENENEHHBIX YCIOBUSAX MOTYT MPEHUNUTUPOBaTh B  (UOPUIUISIPHBIE
cTpyKTypbl. OObiuHO FAP (HecMOTpsi Ha €ro HAcCJIEICTBEHHYIO MPHUPOIY)
IPOSIBIISIETCS. TOJIBKO K CEPENMHE XKU3HU. /{151 yCTaHOBJIEHMSI JUArHO3a MOYXKET
OBITH TI0JIE3€H CEMEHHBIN aHaMHE3 HEBPOJOTUYECKUX 3a00JIeBaHUM, CepCUHON
HEJOCTATOYHOCTU WJIM MPEXKAEBPEMEHHOW CMEPTH, XOTS 4acTO 3TO CIIOHTaHHBIE
cllyyad, W B MPEAbIAYUIMX TIOKOJCHUAX ObLI NPONYLIEH WIH IOCTaBJIEH
HENPAaBUIBHBIN TUarHo3 [6].

B ominune OT CEeHMJIBHOTO aMHJIOMI03a, KOTOPBIM, MPEUMYIIECTBEHHO,
BCTpEYAeTCs Y MY)KYHMH, H30JUPOBaHHbBIN aMuion103 npeacepauii (IAA) uare
HaOmoaeTcss 'y MOXWIBIX  JKeHIWH. [lpuumMHa Takoro reHAEepHOro
pacripefiesieHusi ocTaeTcs HeBbIACHEHHOUM. Pexxe TAA Moxer BcTpeuarbes y
MOJIOABIX OOJBHBIX C MOPOKAMU Cep/Illa U Y MAlMEHTOB C MOCTOSIHHOW (hopMoi
bubpwsiuun  npencepauit (OII). JluneitHble aMUIOUWIHBIE AEMNO3UTHI TOJ
OHAOKApIOM 4allle OTKJIAJAbIBAIOTCA B JIEBOM MPEICEPAMH, UYTO MOXKET
YCWJIMBAaTh TETEPOr€HHOCTh KAPJUOMHOLIUTOB M CIOCOOCTBOBATH Pa3BUTHIO

noctossHHONM ¢dopmbl DII. benkom-mpeamecTBeHHUKOM mpu [AA  sBisercs



MPEACEPAHBI HATPUUYPETUUECCKUN menTul. JlaHHBIM TUII aMUIOWI03a HE
ABJIIETCSI CUCTEMHBIM M HE HMMEET OOJBIIOr0 KIMHUYECKOTO 3HAYEHHUA, 3a
HCKJIFOYEHUEM BO3MOYKHOTO PAa3BUTHSL MepLATENbHON apuTMuu. OIHAKO POJIb
aMUJIOUIHBIX OTJIOKEHMM B pa3BuTul W noanepxkanun DIl Hyxnmaercs B
NaybHeHIeM n3ydeHud [1].

Bropuunsiii amunonsio3 AA — oJIMH U3 HauOoyiee pacnpoCTpaHEHHBIX
CUCTEMHBIX  aMWIOWJ030B. Ero pa3zBurHe 4YacTo acCOLMHPYETCS C
XPOHUYECKUMHU BOCHAJIUTEIIbHBIMU 3a00JIeBaHUSIMU, TaKUMU KakK
PEBMATOMIHBIA apTPUT, OPOHXOIKTAaTUUECKasi O0yie3Hb, TyOEpKyJie3, OpOHXHT,
Jenpa, aHKWIO3UPYIOUIUN CIIOHIWIIUT, NCOPUATUYECKUM apTPUT, OIYXOJIH, B
TOM 4YHCJIE TeMarosiornyeckue (MMMQOoMbI, JTUMpOrpyHynemas), XpOHUYECKUE
3a0oneBanusi kumedyHuka (OonesHr Kpona). AA-amumnong oOpasyercs u3
CBIBOPOTOYHOTO MPEIIIECTBEHHUKA — CIenu(pUIecKoro octpodazoBoro Oeika
(y uenoBeka HMMeEETCS HECKOJbKO €ro MOJIEKYJSPHBIX (opM), OJIM3KOro Mo
CBOMM (YHKUMOHAIbHBIM CBOMCTBAM K C-peakTUBHOMY O€JKy, KOTOpBIM
OPOAYLHUPYETCS B OTBET HA BOCHAJECHHE. DTO, BEPOSITHO, OOBSICHIET, OUEMY
aMWJION/I03 TPU XPOHUYECKHX BOCIAJIUTENIbHBIX 3a00JIEBaHUSAX Ppa3BUBACTCS
TOJIBKO y 4YacTU OOJIbHBIX, HECMOTpPsS Ha MOBBILIEHHYIO BBIPAOOTKY ATOrO
octpodazoBoro Oenka [5]. Cpenu opraHoB-muilieHed AA daiie MOpakaroTCs
MIOYKH, PEKE — MEUEHb, CEJIE3CHKA U KHUIIEYHUK. B HenaBHO OMmyOJIMKOBaHHOM
KPYIIHOM HCCJIENOBAaHUU aHAJIU3WPOBAINCH PE3YyJIbTaThl AyTOICUM MNAallMEHTOB,
CTPaJaBIINX PEBMATOHUIHBIM apTPUTOM, U MIOKA3aHO, YTO OTIIOKEHHE AMHJIOUA,
YacTO KJIMHUYECKH OECCHMIITOMHOE, M CYOKIMHMYECKOE MOpa)XK€HUe cepaua
BCTPEYAKOTCS TaK )K€ 4acTo, KaK U MopakeHue novyek. CymecTByIOT JaHHBIE O
TOM, 4YTO TMSTWIETHAS  BbBDKMBA€MOCTh MAlMEHTOB C  aMHJIOUI030M
PEBMATUYECKOW ITHOJIOTUHU, Y KOTOPBIX CEpPJIE BOBJICYEHO B MATOJIOTMYECKUIA
nporecc, coctaBisieT 31,3 % mpu 63,3 % — y OGOJNBHBIX C HEMOPaKEHHBIM

CEpILICM.



AMMIIOHUI03, AaCCOLIMMPOBAHHBIA C TIE€MOJMAIM30M, pPa3BUBACTCI Yy
OOJIbHBIX C XPOHUYECKOM TMOUYEYHOM HEJOCTATOUYHOCThIO, HAXOJAIIUXCA B
TEUEHHE [JIMTEIbHOIO BPEMEHH Ha reMmoauanuie. llaTorene3 cBsizaH cC
OTJIO)KEHHUEM [B2-MHUKPOTIIOOYIMHOB NoaBUAa AP2M, KoTOphIe HEe QUITBTPYIOTCS
yepe3 OONBIIMHCTBO  JAWAIM3HBIX MEMOpaH COBPEMEHHOTO THIIA W
3aJIep)KUBAIOTCSI B OpraHu3Me. YPOBEHb [2-MUKpOTJIOOyIMHA B CHIBOPOTKE
OOJBHBIX Ha JJIUTEIBLHOM reMoauanuse nossimaercs B 20—70 pa3, 4TO CIyKHUT
OCHOBOM JUIsl Pa3BUTUSL aAMWIOHUI03a. DENOK MOXKET HaKaluIMBaThCs Kak
BCJICJICTBUE HApYIICHUS (PYHKIIUU MOYEK, TaK U HEIDPEKTUBHOTO reMOIhaIn3a
[1]. OcHOBHBIMH OpraHaMU-MUIICHSIMH SIBJISIFOTCS KOCTH, NEPHAPTHKYJISAPHBIC
TKaHU, PEKE OTMEUAIOT MOPAKEHHE MUOKapAa, MepUKapAa U KIanaHOB Cepua.
W3BecTHO, 4YTO TpaHCIUIAHTAlUSI TOYEK HOPMaIu3yeT KOHIEHTpaluw [32-
MUKPOTIJIOOYJIMHA.

JInarHoCTUKa MOpaKEHUs CEPJIla aMUIIOUA030M COCTOUT M3 TPEX ITAIOB.
Ha navansHOM 3Tane (9tam I) cienyer 3amoqo3puTh HaIMuue 3a001eBanus (4To
4acTO MOJKET ObITh 3aTPYJHEHO H3-32 MHOTOYMCIICHHBIX, HECTICITU(PUUECKUX U
CUCTEMHBIX CHMIITOMOB) W THUCTOJIOTUYECKH TOJATBEPAUTH TMPUCYTCTBUE
ammwionna. Ha I srtame mnoaTBepKoaeTcsi, 4YTO CEpPALIE BOBJICYEHO B
narojoruueckuii mnporecc. M, HakoHel, HEOOXOUMO OIPEASTUTh TOYHBIN THII
amunonaa (3tan III), Tak KaKk OT 3TOr0 3aBUCST JICUCHUE U MPOTHO3 OOJBLHOTO.
Kiiaccuuecknue mNpuU3HAKM HMHOTAA  MO3BOJSIIOT — 3alOJ03PUTh  HAJIM4YHE
aMuiiono3a. Makporioccusi SIBISI€TCS MPAKTUYECKH MATOTHOMOHWUYHOM st
AL-amumiouniosa (pu OTCYTCTBUU aKpOMETalnuU, MUKCEJEMbI), HO BCTpEUYaeTCs
npuMepHO Tobko B 10 % ciydaes. [TepropOuTansHas mypmypa («riasza enora /
MaHJb») — CIEJICTBUE XPYNMKOCTH COCYJIOB, Hapsay c Oojee Cepbe3HBIMU
KPOBOTCUCHUSIMH,  HAOIIOJAeTCsl MNPUMEPHO Y  TPETH  TAlUEHTOB  C
AL-amunon1030M.

HauanbHple wuccienoBaHus NpU TOAO3PEHUU HA aMUJIOUI03 JOJDKHBI

BKJIIOYAaTh aHAJIM3 CBIBOPOTKHM KPOBH WM MOYM HA HAJIWMYUC MOHOKJIOHAJIBHBIX



UMMYHOTJIOOYJIMHOB, B JIOTIOJHEHUE K CTAaHAApTHBIM aHaJM3aM KpOBHU (00U
aHaJIM3 KPOBHM, MOYEBHHA, 3JIEKTPOJUTHI, NEYEHOUYHBbIE MNPOOBI, MOKa3aTesn
CBEPTHIBAEMOCTH, TJIOKO3a KPOBH, TUPEOUJIHbIE TOPMOHBI). B OGonblImHCTBE
CllydaeB MpPU PYTUHHOM CKPUHHUHTE 3JeKTpodope3 OEIKOB CHIBOPOTKU HE
BBISIBJIIET MOHOKJIOHAJBHBIE TPYNIbl KIETOK B CBSA3M C  HEOOJIBIIMM
KOJIMYECTBOM IIUPKYJIUPYIOIIMX B KPOBU MapanpoTEeUHOB WU UX (parMeHTOB.
NmmyHopukcanys — ropa3ao 0ojiee YyBCTBUTENBHBIN METO, KOTOPBIN TOJKEH
MPOBOJUTHCSA BCEM MPU MOJIO3PEHUU HA aMUIIOU103 (UyBCTBUTEIBLHOCTh METOA
npu AL-amunonnose — 71 % (ceiBopoTka) u 84 % (Moua)). Tem He MeHee, Taxe
¢ uMmmyHodukcauuei, B 20 % citydaeB napanpoTEMHbl HE BBISBIISIOTCS.

B Hacrosimiee BpeMs KOJIMYECTBEHHOE ONPEEIIEHUE CBIBOPOTOUHBIX K U A
cBoOoaHbIX Jerkux wneneit (FLC) crtano ycTaHOBIEHHBIM CTaHAApTOM B
JMAarHOCTHKE, MPOTHO3€ W MocieayroneM HaomoaeHun npu AL-amunounnose.
UyBCTBUTENBHOCTh 3TOTO TECTA JJI BBIABICHHs maparnporenHa B 10 pa3 Bblie
uMMyHOpuKcanuu. Kak npaBuiio, OH 1a€T BO3MOKHOCTb BBIIBUTH 3a00JI€BaHUE,
JaXe ecliu pe3yJbTaT HUMMYHO(QUKCAllUM OTpuuaTenbHbll. OpHako 3Ta
MeToauKa He sBisgeTcs crneunpuuHo st AL-ammnonzposa, Tak — Kak
MoHoKJIOHaTbHbIe FLC oOHapyxuBaroTcs mnpumepHo y S50 % mamueHToB C
MOHOKJIOHAJFHOM TaMManaTHel U MPaKTHYECKH y BCEX OOJBHBIX C MUEIIOMOM,
HOopManbHOe KonmdecTBO FLC monarBepikmaeT ManoBEpOSTHOCTh JHArHo3a
«AL-amunongoza» [1].

ITpu nmogo3penun Ha AL-amunon103 OHOICUS KOCTHOTO MO3Tra SIBJISIETCS
00s3aTeNbHOM ISl ONpPEAENICHHUs] MPOLEHTa IIa3MaTUYecKux Kiertok. Ilyn
MOHOKJIOHAJIBHBIX TJIJa3MaTUYECKUX KJIETOK BBISABIsETCS MpuMmepHo y 84 %
nanueHToB ¢ AL-aMHIonA030M IpH UCHOJIb30BaHUU UMMYHO(ITYOPECLIEHTHOTO
METO0/1a. 3HaYUTEIbHOE TOBBILIEHUE YUCa TIa3MaTUYECKUX KIETOK B ITyHKTATe
(>20 %) cBUAETEIBCTBYET O COCYIIECTBOBAHUU MHEIOMBI. [Ipy OTpHIIATEIbHBIX

pesynbrarax FLC-ananu3a W OHONCHMM KOCTHOTO MO3ra, OCOOEHHO TMpH
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OTCYTCTBUUM MOHOKJIOHAJIBHBIX TPYIIN KIETOK TMpU HUMMYHO(UKCAIHH,
HEOOXO0MMO HAYMHATH MOUCK IPYruX (JopM aMUIIOn03a.

dopManbHBIM MarHo3 OOHApY>KEHUS aMUIIONAa TpeOyeT MPOBEICHUS
OuoIcUM TKaHEeH C MOCHEAYIOIIMM OKpAalIMBaHHEM OOpa3lloB KOHI'O KPAacHBIM
(uOpmel amusionia JAlOT ABOMHOE JydemnpeoMJIeHHEe MpU MPOCMOTpPE B
MOJIIPU30BAaHHOM CBeTE). bUOICHIO ciieyeT MPOBOJAUTh U3 JIETKOAOCTYITHBIX,
0e30macHBIX W, BEPOSITHO, BOBICUYECHHBIX B MATOJOTWYECKUMA MPOIECC TKAHEH.
Kak npaBuio, 3To mojkoxkHasi >KHpoBasi KJieT4yaTKa nepeiHel OpIoIIHOM CTEHKH
(KanmuJuISIpbl TTOJAKOXKHOM KJIETYATKH YacTO MOpaXkaroTcs amuiiouaom) [1], HO
MOTYT OBITh TOYKH, cepAle, NepupepruuecKue HEPBBI, CIIOHHBIE KEJE3bI,
MeYEeHb, CIU3UCTAs JKENy/AKa, KUIICYHUKA, JECHBbl WU KOCTHBIM Mo3r. Ecim
MIPOU3BOJMUTCS OMOTICHS TOPAKEHHOTO OpraHa, TO YacTOTa TOJIOKHTEIBHBIX
pe3ynbratoB gocturaer 90 %, u uyeM OoJiblie MHQUIBTPALMS aMUIOUIOM
OCHOBHOI'O OpraHa-MUIIIEHH, TEM TMOBBIIIAETCS BO3MOKHOCTh €ro OOHAPYKEHUS
B IPYTruX MecTax. MlHOTIa OTIOKEHHS aMIIION 1A HaXO AT CITydaitHO, HarpuMep,
B TKaHAX KapHaJlbHOTO KaHaja MPHU BBINOIHEHUHU TMPOIEAYPHl JTEKOMIIPECCUH
WM B KOCTHOM MO3T€ MPU JUATHOCTUKE HECTIeNU(PUIECKUX TeMaTOJIOTMUYeCKUX
aHomanui. B Takux ciy4asx TIIATEIbHBIA MOUCK CHUCTEMHOTO 3a0oJieBaHUs
aBisgeTCsl 00s3aTeNbHBIM. B Hacrosiiiee BpeMsi CYIIECTBYET BO3MOKHOCTh
ONpEAENATh aHTUTENa K HauboJiee U3BECTHBIM O€JIKaM aMHJIOMAHBIX (PUOpHILI
(HamOoyiee YYBCTBHUTENBHBIM METOJ] JHMATHOCTUKU Uil AA-amuiouna, B
MEHbIIeH cTtenenu — st AL-amumonaa).

JlJis OLIeHKHW pacmpeiesieHus] aMUIOnAa B OpPraHu3Me B TOCIIEAHHUE TOJIbI
UCIIOJIB3YIOT METOJ] CHMHTUTpadUUd C MEUYEHHBIM CHIBOPOTOUHBIM  P-
KOMITOHEHTOM aMUJION]1a. P-KOMIIOHEHT COIEPKUTCS B HEOOJBIIIOM KOJTHMYECTBE
(5-10 %) B amwionae BCeX THIOB. PaJuOaKTUBHBIA HM30TOI, BBEICHHBIN
OOMPHOMY  aMHJIOMJO30M,  CHeNU(PUUEeCKH OoOpaTUMO  CBSI3BIBACTCS  C
aMUJIOUHBIMU OTJIOKCHHSAMHU W BHU3YaJIM3UPYETCS KOJUYECTBEHHO HA CEpUHU

COUMHTHUI'PAMM. I[aHHaH MCTOJHUKA HaunoOoIee I/IHq)OpMaTI/IBHa JJI BBISABJIICHHSA
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NOpaKEHUs T€YEHHU, TMOYeK, CceJe3eHKH, npumMepHo B 30 % ciaydaeB —
NOPaKEHUs KOCTHONO MO3ra W HamMeHee HH(POpMATHBHA I AUATHOCTUKH
aMUJIOU103a cepAlla U3-3a MEIJIEHHOTO MPOXO0XK/ICHUS KPOBH Uepe3 dHI0TENIUn
KaMWUIIPOB MUOKapja. JlOMOJHUTENbHBIM MPEUMYIIECTBOM 3TOH METOJUKH
SIBIISIETCS. BO3MOXKHOCThH OIICHUTH 3 exTuBHOCTh NeueHus [1]. B nactosiee
BpeMs 3TOT TECT JOCTYNEH TOJbKO B HalMoHadbHOM LIEHTpEe aMHIIONA03a B
Jlonnone.

[Topaxxenue cepana amuiaouaoM yaiie BcTpedaercs npu AL, SSA wnwm
[AA, pexe — B ciaydae MyTaluu JpkencoyinHa. [Ipaktudecku y BceX OOJIBHBIX
NOpa)kaeTcss MHUOKapA, pexXe dHA0- W INepukapa. B Muokapae amuiiona
OTKJIQJIBIBAETCS MEXKy MUO(DUOpUIIIaMH, CIaBIIMBAsI HHTPpaMypaJIbHbIE apTepuun
U apTepuoJibl; aMUJIOMJ MOXET TaKKe OTKJIaJbIBAThCsl B CHHYCOBOM H
aTPUOBEHTPUKYJISIPHOM y3Jax, B Iydke ['mca, Ha KiamaHax cepaua. Muokapn
YTOJIIIAETCs, CTAHOBUTCSI PUTHIHBIM («PE3UHOBBIN» MHUoOKapn) [5]. BeneactBue
PE3KOro YTOJIIEHUS CTEHOK CEp/lla OHO BHEIIHE HECKOJbKO HAlOMHHAET
runeprpodudeckyro kapauomuonatuio ([KMII). B pesynbrate cTpamant u
CUCTOJIMYECKAass U JUACTOJIMYECKas (PYHKIMU, YMEHbBIIACTCS CepIeYHBIN
BBIOPOC, TOSIBJISIOTCA CHUMITOMBI CEpIEYHOM HemocTtaTouyHOocTH. [lo crenenu
BBIPOKEHHOCTU auactoindeckas auchynkuus JDK HanmomuHaeT TakoByr mpu
CIABJIMBAIOLIEM TMEpPUKApAUTE, a CaMO MOPAKEHUE CepAllda AMHIOUI030M
MpeacTaBiseT cOOOW TUIMMYHBIA BapHAHT PECTPUKTHUBHON KapIHOMHUOMATHH.
[TpubnuszutenbHo 'y 23 % OOJIBHBIX HEJOCTATOYHOCTH KPOBOOOpPAIICHHUS
SBJIIETCSI TIEPBBIM NPU3HAKOM 3a00JIEBAHMSI U 3aT€M OBICTPO MPOrPECCHPYET,
SBJISISICH IPUUMHON cMepTH [1].

KimHAuYeckre npu3Haku NMOPaKEHUs CEpALa: OJBIIIKA, OTEKU, apUTMUH,
TOJIOBOKPYKEHUS, MOTEPU CO3HAHMSI, pa3HOOOpa3Hble 00U B 00JaCTH cepala,
cepaueduenue. B 1/3 cinydaeB OoibHBIE KaIYyIOTCS Ha 3arpyJuHHbIE 00JIM, HO
Ha CEKIMM TMOpaXEHUE OCHOBHBIX CTBOJIOB KOPOHAPHBIX apTepUil HaAXOASAT

penko. CHHKOTIAIBHBIC COCTOSIHUS MPEACTABIIAIOT COOOM HEPEAKOE MPOSIBICHHE
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KapJUOMaTU4YeCKOro aMWIoOnJ03a M SIBISIIOTCA CJIEACTBHEM HECHOCOOHOCTH
Cep/illa yBEIMYMBATH CEPACUYHBIA BHIOPOC MpH (U3MUECKOW HArpy3Ke H3-3a
pectpukuuu JDK, mopakeHus mpeacepaudl W/WIM CHUXKEHHUS KpPOBOTOKA I10
KOPOHAPHBIM apTepHusiM, a TaKkKe H3-32 BO3HHUKAIOIIUX TaXUAPUTMUN WIIH
pe3koll  Opaaukapauu, MOCTYpalbHONM  TUIOTEH3UH,  COIMYTCTBYIOIIEH
HEHpOMaTUU M SIBIAIOTCS MPOTHOCTUYECKU HEOJIArONmpHUSATHBIM TPU3HAKOM —
a0COMIOTHOE OOJIBIIMHCTBO TAKWUX MAIMEHTOB MOTHOACT BHE3AITHO B TEUYCHHE
roja OT Ha4yajaa CUMITOMATHKH [1].

[TopaxeHue cepana Mpu CEHUIBHOM aMWIOHWI03€ KIMHUYECKH YacTO HE
nposiBIIsieTCs, 3a0ojieBaHUWE (HE WMesd TMAaTOTHOMOHUYHBIX CHUMIITOMOB)
MPOTEKAET TMOJ MACKOM CaMbIX pAa3JIMYHbIX COCTOSIHUM M, 4Yalle BCETO,
npuanMaetcs 3a ['KMII niun uimemudeckyro 0ose3Hb cepama [9].

Ha OKI' nuskuii BosbTaxk (B cTaHmapTHBIX oTBeAecHusix <0,5 mB, B
rpyaHbix oTBeAeHusx <1,0 MB) peructpupyercs npumepso B 46—71 % cinydaes
AL-ammionsio3a M 4acTo OpH HacHeICTBEHHBIX ¢dopmax 3adoneBanus. [lpu
CEHUJIbHOM amMuiongo3e BoibTax OKI' MoxeT ocTaBatbCsi HOPMaJIbHBIM.
Coxpanennbii  OKI'-BosmbTaxk ©W B PEAKUX  Cly4asix  BOJIbTAX,
CBUJICTEIILCTBYIOIIUNA O HAJIUYUM TUNEPTPOPUU MHOKapAa, MOTYT HHOTAA
HAOMIOAAThCSl Y OOJBHBIX C BBIPAKEHHBIMH OTJIOXKCHHSIMHU aMUJIOWAA. ITO
MOXXET OBITh CBSI3aHO C Yyxke cymectBytomeid runeprpopueid JDK wu
COOTBETCTBYIOIIMMHU  u3MeHeHusMu  OKI',  BO3HMKIIMMH  BCJEICTBHUE
MIPELIECTBYIOLIEH apTEPUAIIBHON TUIIEPTEH3HH.

«lIceBnovHdapkTHas» KpuBas dalle BCTpedaeTcsi y OOJBHBIX C
AL-amunonnozomM: mnaTtosornueckuii 3yoOernr Q OOBIYHO pErucTpUpyeTcs B
rpynabix otBenenusx DKI (V1-V3), Ho uHorna — B HmwkHUX otBeacHusx (11, TI1
u AVF). ®opmupoBanue 3yO0moB Q cBs3bIBalOT ¢ HanuuueM ¢(udpo3a u
pa300IIeHNEeM TPOBOJANIMX BOJOKOH MHOKapJa OTJIOKEHUSMU aMUJIOUIA.
YIMBUTENBHO, HO PUTM IIpU OTOM daile cuHycoBblli; DIl um mopaxeHue

MIPOBOJIAIIEH CHCTEMbl BO3HHUKAIOT MO MEpEe MPOTPECCUPOBAHMS 3a00JICBaHUS.
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OT0 MOXKET OOBSICHIATHCS TE€M, UTO MPU OOIIMPHOM MOPAKEHUM TpeIcepAuil B
HHUX OCTAE€TCAd HEAOCTATOYHO MHOKapaa s nojuepxkanus OII. B Tsxensix
cllydasiX, Jlake MpU CUHYCOBOM PUTME, B MPEJICEPAUSIX MOTYT (POPMUPOBATHCS
TpOMObI ~ M3-3a  DJICKTPOMEXAHWYECKOMW  JHMCCOLMAlUU  Tpeacepauil.
BoznukaoBenne ®OII MoxeT npuBecTd K OBICTPOMY YXYAIIECHUIO KIMHUYECKOTO
TeyeHus: 3a00JeBaHMA C  TOBBIIIEHHEM pUCKa  TPOMOOIMOOIMYECKUX
OCJIOKHEHUI. OnucaHbl TakKe JKETyTOYKOBbIE HAPYLIEHUS PUTMA, YIJIMHEHHE
unrepBana QT, HapyuieHus npoBogUMOCTH [1].

HenaBHo nnst ompezaeneHust mporHo3a 3a00J€BaHUsSl CTalIHU MCIIOJIb30BaTh
onomapkepbl — NT-proBNP u Tponionunsl. Kak u B ciydae ¢ npumenenuem NT-
proBNP npu cepaedHoli HETOCTATOYHOCTH, JIyYIlE€ BCErO MCIOJB30BATh 3TOT
OoromMapkep i UckimoueHus 3adoneBanus. Palladini u coaBT. mokazanu, 4ro y
OOJIbHBIX C TopakeHueM cepaua npu AL-amunougo3e konmeHTparus NT-
proBNP Bcerna Boime — 55 nmoub/a [13]. iMu ObUTO Takke OTMEYECHO, UTO MPH
3¢dexTuBHON XuUMUOTEpanuu y OodbHbIX ypoBeHb NT-proBNP ObicTpo
cHkaeTcsa, a ero 30 % CHIKEHHE COINPOBOXKIACTCS YJIYUIICHHUEM IPOTHO3a
[10]. BoeisBnenue TpomonuHa T wim 1 CBA3BIBAIOT CO  CHIKCHHEM
BBDKMBAEMOCTH OOJIBHBIX, IO CPABHEHUIO C MAlMEHTAMH, Yy KOTOPBIX HE
HA0JIF01a10Ch TIOBBIIIEHMSI 3TUX MTOKa3aTesei.

PentreHorpaMMa OpraHoB TpyAHOW KJIETKM MalOMH(OpMaTHUBHA IaxKe
TOTJla, KOIZJAa OTJOXKEHHsS aMWIOWJA YK€ HalJeHbl B JPYIrUX OpraHax,
IOCKOJIBKY pa3Mepbl cepilla MpH 3TOM uHalle HOpMajbHble, OCOOEHHO Ha
HayaJIbHBIX CTaausAX 3aboseBaHusa. Hepenko MOKHO BBISIBUTH IUIEBpPAJIbHBIN
BBITOT, MOSIBJICHHE KOTOPOTO MOXET OBbITh CBS3aHO C 3a00JIEBAHUSAMHU IUIEBPHI
WM CepJICYHON HEJOCTATOYHOCTHIO.

[Ipyu npoBeneHUM JBYXMEpPHOM dXoKapauorpaduu  omnpenessieTcs
YTOJIIIEHHE CTEHOK JIEBOTrO (YacTo M MPABOr0) JKEIyAouka (3TO CBSI3aHO C
uHUIbTpaMe MHOKapJa aMWIOMWIOM, a He Tuneprpodueil MHUOLUTOB),

KJIANIAHOB, NANWUIAPHBIX MBI, MeXTpeAacepaHon neperopoaku. [Tomocru JDK
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pacUIMpeHbl PeiKo, Mpeacepaus OOJbIIME U HEMOJBIXKHBIE («IJ1a3a COBBD»).
YMmepeHHass AUCPYHKIIHS KJIalmaHOB BCTPEUYAETCS JOBOJIBHO YacTO, TSKenas —
peaxo. TpomObl MoryT oOHapyXMBaThCsi B JIIOOOM Kamepe cepilia, HO B
OONBIIMHCTBE CIydaeB OHM BBIABIAIOTCS B Impeacepausix [9]. Yacto
JUArHOCTUPYyeTCsl HEOOJIBbIIONW BBIIOT B IOJOCTh Hepukapaa. Becbma
XapaKTEpHbl ~ CBOMCTBEHHbIE  PECTPUKTUBHOMY  THUIY  JMACTOJIMYECKOU
TUCHYHKINH YBETUYCHUE MaKCUMAJIBLHON CKOPOCTH PAHHETO JTUACTOIMYECKOTO
HanosniHenust (E), koTopas 3HauuTENBHO MpeodiajaeT Haj TaKOBOM B MEpPUOJ
cuctonsl mpencepauit (E/A >1,5), u ykopoueHwe TmiepHoja 3aMelJICHUs
CKOPOCTU paHHEro HanoyiHeHHs. C MOMONIBI0 MYJLCOBOTO TKAHEBOIO JIOMNILIEpa
Mo JUIMHHOW OCH OOHApyKMBAIOT KEIYJOYKOBYIO TUCHYHKIIMIO HA paHHUX
CTamusAx OOJIC3HH, IMOKA €Ile OTCYTCTBYIOT M3MEHEHUs (pakiuu BbiOpoca [4].
[IpoBeneHune wucciaeqOBaHUs B JIMHAMHUKE TMO3BOJISIET JIMATHOCTUPOBATH
YXYAIUICHHE  JAUACTOJIMYECKONM  (GYHKIMM 1O Mepe MPOTrpecCUpOBAHMS
3a0oneBanusi. VI3MEHEHUs, BBISBICHHBIC MO pPe3yjibTaTaM 3Xokapauorpaduu,
Hecrenu(UuHbl W HE JAal0T BO3MOXKHOCTH  yCTaHOBHUTH JIMATHO3 U
muddepennupoBats TN amuiounno3a. CodeTaHue 3XOKapAHOTPAPUUECKUX
OCOOCHHOCTEH M KIIMHUYECKUX MPU3HAKOB, KaK MPAaBUJIO, TPU HU3KOM BOJIBTAXKE
OKI' mo3BosisieT ¢ BBICOKOM BEPOSTHOCTHIO 3alOAO03PUTh AMHUJIOUI03 CPEIU
JIpYrux 3a00J€BaHUM.

B Hacrosimiee BpeMs yCTaHOBJIEHA POJIb  MarHUTOPE30HAHCHOM
tomorpadpuu (MPT) B amarnoctuke amunonposa cepama. [lpu MPT cepama
BBISIBIIIIOT CYO3HAOKAPIMAIbHOE HAKOIUIEHUWE TaJ0JUHUS, KOTOPOE HMEET
BBICOKYIO ~ YYBCTBUTEIBHOCTh M CHCHNU(PUYHOCTH,  OCOOCHHO  JIA
AL-amwionsioza, HO OpU ITOM HE SBISIETCS MNPEIUKTOPOM BBDKHMBAEMOCTH
OosbHBIX [1].

buoncuss Muokapaa TpPOU3BOJIUTCS B cCliydasX, KOrJa CYHIECTBYIOT
MOJO3PEHUS Ha aMWJIOWI03 W3 HEMHBA3UBHBIX TECTOB, HO MPHU IPOBEIACHUU

ouorcun APYyrux TKaHEH OTJIOXKCHMS aMuJionaa HC BbISABJICHBI. OTO0T MECTOL
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MOKET TakKe OBbITh IOJIe3eH JUIsl OOJNBHBIX C YCTaHOBJIEHHBIM JUArHO30M
CUCTEMHOTO aMWJIOMJ03a W HAJW4YUMeM COIYTCTBYIOIIEH KapAWaJIbHOU
[aTOJIOTUU (AaOpTaJIbHBIM CTEHO3 WIM TsDKeNas apTepualibHas TUIEPTEH3Us),
KOTOpasi MOXeT ObIThb npuuuHOW ucTMHHOM runeprpopuu JDK. Opnako
PYTUHHOE TPOBEJEHHE SHAOMUOKAPIUAIbHON OHUOICHH HE PEKOMEHAYETCS B
OOJIBIIMHCTBE CIIy4acB aMUIION1034, TOATBEPKIECHHOTO pe3yIbTaTaMu OUOIICUU
OpYIruX TKaHEed, TakK Kak BbIABIeHHEe yrommeHus creHok JDK mnpwm
XoKapauorpaguu  JI€JaeT  BOBJEYEHHUE  CepJlla BECbMAa  BEPOSITHBIM.
HopMmanbHast TonuHa CTEHKM C HOpMajbHOW (pakuued BeIOpoca SIBISETCS
IIPOTHOCTHYECKU XOPOIIMM MPHU3HAKOM, Ja)Xe€ €CIU HEOOJIbIIOE KOJIUYECTBO
amuiionsia OyeT BBISBICHO Mpu Ouoricu [1].

B nacrosmee BpeMst BcemupHoit opranuzanueii 3apaBooxpanenus (BO3)
pa3zpaboTaHa kiaccu(UKalMs aMHIOMAO03a CEpAlla, OCHOBAHHAS HA CTEIECHH
BOBJICYEHMS CEPJILA B TATOJIOTMYECKUI TPOLIECC:

1-1 cTapus: HET CUMITOMOB WJIM NMPU3HAKOB aMWJIOW03a MpU OHOICHUU
WJIM HEMHBA3UBHOM 00CJI€I0BaHUM;

2-s craaus: 0eCCMMITOMHOE BOBJICUCHHE CEp/illa, MOATBEP)KICHHOE C
MOMOIILbI0 OMOTICHUU WM HEMHBA3MBHOTO TECTHUPOBAHUS (HAIpUMEp, TOJIIMHA
crenku JDOK >1,2 cM mnpu OTCYTCTBMH MPEAUIECTBYIOIIEH apTepHaIbHOM
runieprensuu (Al') wim mopoka cepana wim Hu3kui BoabTak JKI' 0e3 Buaumoi
MIPUYUHBI);

3-4 cTaaus: KOMIIEHCUPOBAHHOE CUMIITOMHOE IOPaKeHUE CepILa;

4-9 cranud: 1EeKOMIIEHCUPOBaHHAs KapIMOMHUOMATHS.

BrisiBnenne  Oenka-mpelIeCTBEHHUKA OMpEAeNseT THI —aMUJIOH[A.
[IpucyrcTBre cBOOOAHBIX K M A JIETKUX LIETIEH B CHIBOPOTKE KPOBU WJIM MOYE B
COUYETAaHUU C IUCKpa3UeH TUIa3MaTUYECKUX KJIETOK yKa3bIBaeT Ha Hamuuue AL-
aMIIION/1a, HO MOXKET TaKe HaOII0AaThCs MPU MOHOKJIOHAIBHON raMMaraTuu 1
muenome. EciM maronoruyeckoe COOTHOUIEHHWE CBOOOAHBIX JIETKUX LIeTel

OTCYTCTBYCT, TO CJICAYIOIIUM OSTaIlOM JOJI?KHO OBITH IIPOBCACHUC Oouorcun ¢
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MMMYHOTUCTOXUMUYECKUM  TIOATBEPKACHUEM  HAJIUYUS  TIPOU3BOJHBIX
TpanctupetnHa. Anamu3 [IHK (mpoBomutcs B HamumonambHOM — 1EHTpe
amuiouso3a B JIoHI0HE) rIaBHBIM 00pa3oM HCIOJIb3YETCs, YTOObI Pa3inyaTh
Oonee JTAAarHOCTUYECKH penkue HAaCJICJICTBCHHBIC dbopmbl
AL-amunounoza [1]. Ecnm MmyTtanuum TpaHCTUpPETMHA HE BBISBJICHBI, a
MPUCYTCTBYET HEMYTAHTHBIM TPAHCTHUPETHH, JHATHOCTUPYIOT CEHHJIbHBIN
CUCTEMHBIA  amuiouno3. Hakonen,  omnpeaeneHne  aMUHOKHUCIOTHOU
MOCJIEIOBATEIBHOCTA O€JIKa aMUJIOMIHBIX BOJIOKOH — 3TO METOJ, MOCPEACTBOM
KOTOPOTO  MOTYT  OBITb  WUJICHTU(DUIIMPOBAHBI  TEHBI, CBS3aHHBIE C
HACJIEICTBEHHBIM aMHUJIOMI030M.

BakHple MOMEHTBI B AMarHOCTUKE aMHIJIOU103a CEp/Ilia:

— aMWJIOMWJ03 CJEIyeT 3amoJ03pUTh IMpPU HAJIUYUM  CHUCTEMHBIX
MPOSIBJICHU 3a00JICBaHNS;

— cijeayeT oOpaTUTh BHUMAHHWE Ha KJIACCHMYECKUE MPHU3HAKU («rja3a
NaHJbD», MAaKpOIJIOCCHS W KOXHBIE MPOSIBICHMS), OJHAKO, OHU YacTo
OTCYTCTBYIOT;

— TAIMEHTHI JIOJDKHBI OBITh HMAECHTU(UIIMPOBAHBI KaK MOKHO paHbIIIE,
4yTOOBI ObLIa BO3MOKHOCTb UCIIOJI30BaTh BCE BAPUAHTHI JICUCHUS;

— TUI aMWJIOUA I0JDKEH ObITh MPAaBUIIBHO OTIPE/IEIICH;

— HEO0OXO0JIMMO NPOAHATIU3UPOBATH CEMENHBIN aHAMHES;

— OKI' wu oxokapauorpadusi SBIAIOTCS HEOTHEMJIEMON YacThbIO
MEPBUYHOIO  JIMArHO3a, YYUTHIBAs COYETAHME HU3KOIO BOJbTAXKA W
TUNepTpOPUU MUOKAPAA;

— HEOOXOAUM TMCTOJIOTMYECKHUI TUArHoO3;

—  JKeJlaTeJbHO  TMOJYYUTh  HKCIEPTHOE MHEHHE  CHEHAINCTA,
3aHUMAIOLIErocs MPOOJIEMO aMHIIOU03a.

3aboneBanusi, C KOTOPBHIMU clefayeT nuddepeHnrupoBaTh aMHIONI03
cepaua:

— 607e3up Dabdpu;
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— MUKCEJEMATO3Hasl KapIMOMHOIIATHS;

— 'KMTI,

— TUIIEPTEH3UBHOE CEPALIE;

— T€MOXpOMATO3;

— UMONIaTUYECKasi PECTPUKTUBHAS KapAMOMUOIATHS;

— CTEHO3 a0PThI UK OOCTPYKITUS BbIHOCsMIEro Tpakta JDK;

— TJIMKOT€HO3BI;

— CapKOUI03;

— 3JI0Ka4eCTBEHHbIC UHPWIbTPATUBHBIC 3200JICBaHUSI.

Jleyenue amwmiousio3a AOJDKHO OBITh HAMpaBICHO HA YMEHbBIICHUE
CUHTE3a MPEIIECTBEHHUKOB, U3 KOTOPBIX CTpoUuTcs Oenok amuiounnaa. Eciu npu
AL-amunonnose coxpansiercs npoiaudeparus KJIOHa IIa3MaTUYECKUX KIETOK,
BBIPA0ATHIBAIOIINX AMWJIOUJIOTEHHBIE JIETKME LEeNH HMMYHOTJIOOYJWHOB,
nmporpeccupoBanue 0oJie3HH mpojoiikaercs. Lleap Tepanuu 3akitodaercs B
JUKBUJAIUA OTBETCTBEHHOIO KJIOHA IIJIa3MaTUYECKUX KIETOK C IOMOIIBIO
BHYTPUBEHHOTO BBEJCHHUS BBICOKMX J03 IUTOCTaThuka Mendanana [4] ¢
MOCJICIYIONIEH ayTOJOTMYE€CKOW TPAaHCIJIaHTAIlMEN CTBOJIOBBIX KiIeTOK. OHaKo
cJieyeT MOMHUTh O BEICOKOW CMEPTHOCTH IIPU UCIOJIb30BAHUU JAHHOT'O METO/1a
nedenus [1].

[IpenukTopamu  HEOJArOMPHUSATHOTO  HUCXOJA  SABJISIOTCS  HAJIMYUE
cepaeuHoii HemoctarouHoctd (CH), CHHKOMAIBHBIX COCTOSHHUM, HapyIICHUIN
pUTMA, ITOYEHYHOM HEIOCTATOYHOCTH M BOBJICUEHUE B MATOJIOTUYECKUIN MPOILIECC
JIBYX W OOJbIIE BHUCIEpPAIbHBIX OpraHoB. B 3TUX ciydasx TpaHCIIaHTaIUs
CTBOJIOBBIX KJIETOK HE TmoKa3aHa. CylIeCTBYIOT NPOTHUBOMOJIOKHBIE TOYKU
3peHusi 10 TpoOsieMe TpaHcrutaHTanuu cepana. C  OAHOM  CTOPOHHI,
adpdexktrBHOCT, MeTOna npu  AL-amuiongo3e HHU3Kas BBUIY Pa3BUTHSA
aMUJIOUIHBIX OTJIOKEHHI B TpaHCIUJIAHTaTe, C APYroll — MOJYy4YEHbI JAHHBIE O
MOJIOKUTENIbHOM ~ 3(ddeKkTe JedeHus U  YIAy4YIIeHUH TMPOrHO3a  TOCIe

TpaHCIIaHTallWKU CCPpAlia B COUYCTAHUU C TpchnnaHTauHeﬁ CTBOJIOBBIX KJICTOK U
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XUMHOTEpanuend ¢ IpUMEHEHUEM BBICOKHUX 103 Mel(aliaHa U JeKcaMeTa3oHa
[1]. Opmnako BbicOKHMe 03kl MelndanaHa MOTYT OBITh TOKCHYHBI (Cpeau
OTJIaJICHHBIX TOCJIEJICTBUA €ro NPUMEHEHUS BO3MOXKHO PAa3BUTHE OCTPOIO
Jeiiko3a WIM MHUETOJUCIIACTUYECKOTO CHHApPOMA), MO3TOMY MPUMEHSIOT
pa3lIMuHble MHTEPMUTTUPYIOIIUE CXEMbl MNoJuxumuorepanuu. Cpenum HUX —
NpUMEHCHHE TaluaoMuaa / JICHATUJOMHUAA OTICIBHO WM B KOMOWHAIIMHM C
XUMHUOTEpaNuel, puTykcumada (IpOTHBOOIYXO0JICBBIX aHTUTEN, HAPABICHHBIX
Ha antureH CD20) y OoapHbix ¢ CD20-mOMOXHUTENBHBIM KJIOHOM H
UCIIOJIb30BAaHUE HOBBIX AareHTOB, BKIIOYas MPOTEACOMHBIA  HHTHOUTOP
oopre3zomu6. OnHAKO B HACTOSIIEE BpPeMsS HET JaHHBIX, IMOJTBEPKIAIOIINX
3G (HEKTUBHOCTh JIBYX TIOCIEIHUX TpernaparoB. JlaHHbIE uCCIeI0BaHMUS,
OCHOBaHHOIO Ha wu3MepeHun ypoBHA NT-proBNP Bo Bpemsa mnposeneHus
XUMUOTEpAIUU, CBUJIECTECIBCTBYIOT OO0 YIYUIIEHUH CEPJCYHON IeATeIIbHOCTU
npu  AL-ammionznoze, KOTOPOE€  aCCOLMUPYETCS €  YMEHBUICHUEM
IMUPKYJTUPYIONIMX  aMHJIOMJIOTCHHBIX —mnpeamectBeHHukoB [10].  Jledenue
JUTUTEIIbHOE U JIOJDKHO TIPOBOJUTHCS IO HAOIOIEHUEM KBaTU(DHUIIMPOBAHHBIX
CIEIUAIIMCTOB — FEMATOJIOra U KapIuoJjora.

Jlnss  nedeHHss CEMEMHOro aMuiOWA03a, BBI3BAHHOIO MYTAallUSIMU
TpaHCTUpETUHa, (GUOpPUHOTEHA WM  arloJUINONPOTEWHA,  MPUMEHSIOT
TPAHCIUIAHTAINIO TI€YEHHU, YTOOBI YAAIUTh UCTOUHUK MYyTaHTHOTO Oenka. [Ipu
HEOOXOJAMMOCTA TPOU3BOAMUTCS TPAHCIIAHTAIUMS TOPAXKEHHOTO OpraHa,
BKJTIOYAs cep/ie u mouku [1].

B cnyuae SSA, TAA unu AA-amuiionsioza A0Ka3aHHOUM crieruduueckoi
Tepalul HE CYLIECTBYET, XOTA KIWHHYECKUE WCIBITAHUS NEPCHEKTHUBHBIX
coeiMHeHUN npoaopkaroTcs. s AA-amuionao3a €IUHCTBEHHBIM CIIOCOOOM
SBJISIETCSl JICYEHUE OCHOBHOTO (BOCHAJIMTENBHOTO WM HUHQPEKIUOHHOTO)
3a00JIeBaHUSI.

CumnroMaTHYeCKu Ha3HAYaAIOTCS JICKAPCTBEHHBIE CPEACTBA JJIsl JICUCHUS

CEpIEYHON HEAOCTaTOYHOCTH. (OCHOBOW JIEUEHMS SIBISIIOTCA JAUYPETHKH.
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Hapymenune auactonnyeckod (YyHKIMM 1O PECTPUKTUBHOMY THIYy U
MIOpa>KEHUE BEr€TaTUBHOW HEPBHOM CHCTEMBI MOTYT IPUBOJUTH K BBIPAKEHHOU
OpaauKapIuu U OPTOCTATUYECKON TMIIOTEH3UU, YTO OTPAHUYUBAET MPUMEHEHUE
B-anpeHo610KkaTOPOB, MHITMOUTOPOB aHTHMOTEH3UHIIPEBpaIaoiero GepmMeHTa u
0JIOKAaTOPOB PELENTOPOB aHTHOTeH3uHa I1.

[TocTOSIHHYIO ~ KapAMOCTHUMYJIALIMIO UCIOJB3YIOT IMPU  HAPYLICHHSIX
npoBOAMMOCTH. IIpuMeHeHne  0-aroHUCTOB (MUAOAPUH) M  HOLICHHE
AIMACTUYECKUX YYJIOK CIIOCOOCTBYIOT YMEHBIICHUIO MPOSBICHUS MOCTYpPaIbHOM
TUIIOTEH3UH, CBA3aHHOM C aBTOHOMHOM HEWpOIaTuen. /[MroKCuH NpUMEHSIOT B
PEAKUX CIIy4asiX, TOJbKO y 00JbHBIX ¢ DIl 11si KOHTPOIISI 4acTOThI CEPACUHBIX
cokpaumieanit (UCC), Tak Kak omucaHa €ro CIOCOOHOCTb CBSI3BIBATBHCS C
aMUJIOUJOM, 4YTO COINPOBOXKIAETCS TOBBIIIEHHON YYBCTBUTEIBHOCTBIO K
npenapary ¢ OBICTpbIM pa3BUTHEM ToKcudeckoro sddekra. Ilpu Hammuum
aputMuii ipu AL-amMuiionzio3e TNoOKa3aHa Tepamnusi aHTUKOATryJIsSHTaMH H3-3a
BBICOKOW BEPOSITHOCTU PAa3BUTHS TPOMOOIMOOIMYESCKHX OCIOXKHEHHU (94acToe
oOpa3oBaHue TPOMOOB B JICBOM MPEACEPIUH WM B YIIKE JIEBOTO MPEICEpIus)
[1].

[IpeacraBnsiem gBa COOCTBEHHBIX Cly4yas aMUIOWJ03a C TOpPAXKEHUEM
cepaua.

[Tarmmentka K., 59 net, B Hosa0pe 2013 . ObLTa KCTPEHHO JOCTABJICHA B
KapAMOJIOTMUECKOe OTHEeJNEeHHe ¢ KajlobamMu Ha caaboCTh, OABIIIKY IpHU
MUHUMAJILHON (PM3UYECKOM Harpy3Ke, OTEKH CTOI U TOJICHEH.

W3 anamHe3a BBIICHEHO, YTO B TE€UEHUE YETHIPEX JIET OeCIIOKOMIHN O00IH B
IPYJIHOM KJETKE, pacleHHBacMble Kak creHokapaus B mnpenenax Il OK.
OO6cnenoBanach B MOJIUKIMHUKE, 00JM CHMMasla KopBajojioM. B urone 2013
roJia BBICTABIISJICS quarHo3 uHgpapkra muokapjaa. C Toro ke BpeMeHU OTMEYaeT
NOSIBJIEHUE. OJBIIIKK IPU HArpy3Ke, Kaluld, OTEKOB HUKHUX KOHEYHOCTEM.
Has3naueHHble mpenapaThel PEryJsIpHO HE NpUHUMAana. B TedeHue mocnemHux

ABYX HCAC/IbL Yy IMAIIMCHTKHW HApOCJja OAbIIIKA, BO300OHOBUJINCH aHTHHO3HBIE
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00N, yBETUYWINCH Mepudepuyeckue OTeKH, MO MOBOAY 4Yero oHa ObuLia
TOCIUTAM3UPOBaHA B IIEHTPAIbHYIO paiioHHyI0 OonbHUIYy (LIPB) ¢ auaraozom
«MBC, crenokapaus Hampstxkenus 2 DK, IIMKC, XCH 2b, nBycropoHHUM
rugpoTopakc, Hedponatus». B cBsizu ¢ orcyrcTBreM 3¢dekTa OT IPOBOIUMOIA
Tepanuu U nOporpeccupoBaHueM sBiaeHud XCH Oblna mepeBeneHa B
kapauosiornueckoe oraeneHue ['bY3 «Kpaepas knununyeckas O6omapHuIa No 2%
(KKB Ne 2).

B anamMHe3e KM3HHM MATOJIOTHIO CO CTOPOHBI APYTUX OPraHOB U CUCTEM
orpuriaer. OOpamaer Ha ce0s1 BHUMaHME aJJIEpPrUsi Ha HEKOTOpbIE
JIEKapCTBEHHbIE MpenapaThl B BHJE KpanuBHUIBL TyOepkyne3, XpOHHUYECKHE
BOCHAJIMTENbHbBIE 3a00JIeBaHMsI OTpuULaia, Ipo(heCCUOHATIBHBIX BPEIHOCTEN HE
oTMeyana.

[Ipy OOBEKTMBHOM OCMOTpPE COCTOSIHUE TSKEJIOE: OJbIIIKa B IOKOE.
[TarueHTKa HOPMOCTEHUYECKOTO TEJIOCI0XKEHUS, 0OBIYHOrO nuTaHus. KoxxHble
MIOKPOBBI OJIEIHBIE, YMEPEHHBIN akponuaHo3. OTE€YHOCTh HUKHUX KOHEUHOCTEH
no cepenunbl rosieHed. llepudepuueckre numMpoy3ibl HE MNaTbIUPYIOTCS.
[IlutoBHIHAA *kene3a IPU NAJIBIIAIMKA HE YBEIUYCHA.

Temnepatypa tena 36,3°C. IlepkyTopHO JeBasi rpaHuIa CEPALLA 11O JIEBOU
CPEIHEKIIFOUMYHOM JUHUHU. AYCKYJbTaTUBHO: TOHBI CepAla PUTMHU4YHBI, | TOH
OCJIa0JIeH, BBICIYIIMBAETCS CHCTOJIMYECKUMH IIyM Ha BEPXYIIKE, aopTe.
Aptepuanbioe masienne — 80/60 mm pt. cT. Ilynasc 105 ya./muH, puT™MuyeH.
Yacrorta npixanusa 24 B MUHYTY. lIepkyTOpHO HaJ JErKMMH SCHBIM JIETOYHBIN
3BYK, IPUTYIUIEH B HIKHUX OTJIeNaX ¢ 0OOEUX CTOPOH, JbIXaHHE BE3UKYJSIPHOE,
ocnabieHHOE B HIDKHUX OTJENaX, PACCEsHHbIE BIIAXKHBIE XPHUIbI B HIKHUX
oTAeNax ¢ JBYX CTOpPOH. S3bIK 4HCTBHIM. JKMBOT mpu mNalbHaluv MSITKUM,
YMEPEHHO B3AYT, Oe300Jie3HeHHbINA. [leyeHb yBenuueHa, BBICTYMAET HU3-TIOJ
HUKHETO Kpas pebepHol ayrd Ha 1 cM, Kpall MeYeHW 3JIaCTUYHBIN, POBHBIM,
HECKOJIbKO yIIOTHeH. KuieyHuk npu nanbnanuu 6e30o0mae3HeHHbd. CuMnroM

[TacTepHaIIKOTO OTPUIIATETHHBIN C 00EMX CTOPOH.
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B naGoparopHbix aHann3ax KPOBU BBISBICHBI: YMEPEHHBIN JEHKOIUTO3
12,2 T'/n, noeeimenne C-peaktuBHOro Oenka (CPB) — 271 wmr/m, ymepeHHoe
noBeiieHne TpononuHa T — 0,21 Hr/mi, pacTBOpUMBIX (PUOPUHMOHOMEPHBIX
komiuiekcoB (POMK) — 7.2 r/n, J-aumepa — 0,95 mxr/mi, moueBunbl — 11,6
MMOJIB/JI, CHIYKEHHE 0011ero oenka — 59 r/n, runoansoymunemus — 27 1/11.

B oOmiexmHuyeckoM aHalim3e MOUH BBISIBJICH OelloK — 6,9 1/11, yaenbHbIN
Bec Moun — 1025 /1, MUKPOCKOMHSI OCajika — SPUTPOLIUTYPUS, JIEUKOLUTYpHS,
THAJTUHOBBIE IUIUHAPBI.

Ha OKI' npu nocrtymieann — put™m cuHycoBbslii ¢ HCC — 87 B MUHYTY.
Huzkuit BombTax (0,2—0,3 MB) BO Bcex cTaHAapTHBIX W YCUJIEHHBIX OT
KOHEYHOCTEW OTBEIECHUAX. biokana nepenHel BETBU JIEBOM HOXKKM Iyuka ['nca.
Henonnas 61o0kana npaBoit HOXkH. OTcyTcTBUE HapacTtanus 3youa R B V1-V4
(4To OBLIO OIIEHEHO KaK PyOLIOBbIE U3MEHEHHUSI B IEPETHEN CTEHKE).

Ha OxoKI' ompeaensnuch: HOpMajbHBIE pa3sMepsl IOJOCTEH Cepaua,
YTOJIIIICHHE MEXOKeTyH04uKoBoi neperopoaku (1,5 cm), dpakmus usrnanus 49
% ¢ TUNOKMHE30M IMepeHe-NIepPeropolouHoil o0aacTu, JUacToIUYEcKas
muchynkuus JOK, Hanuume XKUAKOCTH B TOJIOCTH TEpUKapla C Ccenaparuei
aucTkoB 10 1,0 cMm, KjIanaHHbIM anmnapat 0e3 BUAMMON MATOJIOTUU, YMEPEHHAs
MUTpaJbHAs U JErKas TPUKYCHUadbHasi HEJOCTATOYHOCTh. B MOJIOCTH J1€BOTO
XKenyJouka onpeaesnsuica 3QPexT CHOHTaHHOTO KOHTPACTUPOBAHUSI.

O0630pHast peHTreHorpaMma TpyJIHON KJIETKHU: JIETOYHbIE TOJISi YHCTHIE,
HECKOJIbKO CHIJKEHA TMHEBMaTu3alusi B  HWKHUX oTaenax. KopHu
MaJIOCTPYKTYpPHBI, CHHYCbI CBOOOAHBI. T€Hb cep/ilia yBeJInUYeHa B ONEPEYHUKE.
C ob6enx cropon rumporopakc Huxe VI pedpa.

VYAbTpa3ByKoBO€ HCCIEAOBAHUE IMOYEK: MOYKH MPaBUIBHOU (HOPMBI,
pa3Mepbl 0OBIYHBIE, COOTHOILIEHUE MOYEYHOTO CHHYCAa W MAPEHXUMBI B HOpPME,
JOTIOJTHUTEHHBIX 00pa30BaHUI HET.

VYAbTpa3ByKOBOE HCCIEAOBAHHE IKEIYJAOYHO-KUIIEYHOTO TpakTa —

pasMCpbl MIEYCHU HE YBCIIMYCHBI, UMCCT MCCTO OIIYHICHHUC 10 6 CM, IICUYCHBb
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HOPMAJIbHOM 3XOr€HHOCTH, OJHOPOIHOW 3XOCTPYKTYpbl. BHyTpuneueHOUYHBIE
NPOTOKH, KEMYHBIA My3bIpb — 0e3 ocoOenHocted. [lomkemymounas >xenesa
OOBIYHOTO pa3Mepa, MOBBIIIEHHON 3XOr€HHOCTH, OJHOPOJHON 3XOCTPYKTYPHI.
Cenesenka — 6e3 0cOOEHHOCTEH.

V3-nonmieporpadusi COCyI0B HMKHUX KOHEYHOCTEH — TIIyOOKHE BEHBI
POXOIUMBI, KPOBOTOK (ha3HbId, cadeHo-(heMopanbHOe COyCThe C 00EUX CTOPOH
MPOXOUMO.

Ha ocHoBaHMM 0OBEKTUBHBIX JAHHBIX U PE3YJIHTATOB 00CIEIOBAHUS ObLI
chopmymupoBan auarHo3: «MWBC. Crenokapaus Hanpsbkenus 3 OK.
[ToctundapkTHbIl Kapauockiepo3 (uwiib 2013 1.) co cHUKEHHEM rI00aJbHOM
COKPATHUMOCTH. MurtpanbHas, TPUKYCIHUIAIbHAS HEJI0CTaTOYHOCTb.
Xpouundeckas cepiaeunas HegoctarodHocth (XCH) Il b cr., penmmuBupyromas
Octpass yeBoxkenymoukoBas HemnocratouyHocts (OJIDKH), aBycropoHHMiA
TUAPOTOpaKe, Tujpornepukapa. BozmoxkHas TpoMO603MO0JHsI BETBEH JIErOYHOM
apTepum».

Bommonnenne KT rpygHoit kietku s BepudUKauu TPomMO0IMOOIUU
aerounoit aprepun (TDJIA) ObLIO HEBO3MOKHO BCIIEACTBUE TSHKECTH COCTOSHUS
MAlMEHTKU U €€ HETPAHCTIOPTAOETbHOCTH.

BonwpHoit Obulo HazHaueHo jnedenwe: acnupuH 100 mr 1 pa3 B CyTkw;
KJIONUIOrpesb 75 Mr 1 pa3 B CyTKH, CIUPOHOJIAKTOH 50 Mr B CyTKH, Ja3ukc 40
MI' B CyTKH, KJekcaH 160 Mr B CyTKH, JOMaMHH HEMPEPBHIBHO HH(PY3MOHHO,
neprTprakcon 2 r B CyTKM. BriociaeacTtBum K Tepanmud ObUIA  JOOABJICHBI
Bap(apuH, sHananpui, Gpaykonason. [IpoBoaunack niueBpanbHas MyHKIUS.

[IporpeccuBHOE YXYAIIEHUE COCTOSHUS B BHUAE MPOrPECCUPOBAHUS
CEpJICUHOM HEIOCTAaTOYHOCTH, HapacTaHWe TponoHuHa KpoBu a0 0,4 Hr/mi
MO3BOJIWJIN 3aM0/I03PUTH TOBTOPHBIA HH(PAPKT MUOKap/A.

3a Bce Bpemsi TmpeObIBaHUS B CTallMOHAPE COCTOSHHE TAlUCHTa
OCTaBaJIOCh TSDKEJIBIM, HECTAaOWJIbHBIM, HapacTaldu SBJICHUS TOJIMOPTaHHON

HEJI0OCTaTOYHOCTU  (TlepeOpasibHOM, JBIXATEIbHOW, CEepJAEeYHO-COCYAUCTOMH,
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MEYCHOYHOM, MOYEeUYHONM HEJIOCTaTOYHOCTH), COXpaHsjJach MOTPEOHOCTh B
HEIPEPHIBHON MH(Y3UU Ba30IPECCOPHBIX MPEMapaToB, B BO3PACTAIONINX J03aX.
[IpoBounace MHTEHCHBHAs Teparus, HalpaBieHHAas HAa CHUXEHUE CTEIEeHU
CEepIICYHOM, KOPOHApPHOW, TOYEYHOM, I[IE€YEHOYHOM  HEIOCTATOYHOCTH,
AHTUKOATyJIsIHTHAs, aHTHOaKkTepuaibHas Tepamnus. [IporHo3 oieHUBANICS Kak
HeOmaronpusTHeIN. 15.12.13 r. — HaCTynuMII JIeTAJIbHBIM UCXO/.

3aKTIOYNTENBHBIA THAarHO3 OBLT CPOPMYIUPOBAH CICTYIOIINM 00pa3oM:
«UUBC. [IloBropHblii mnepeaHuit uHGApKT MHOKapjaa (B 30HE pyOIllOB).
[ToctundapkTHbeIil Kapauockiaepo3 (utonb 2013 1.), CHUXKEHHE TI00aTbHON
COKpPaTUMOCTU MHOKapjaa. MutpayibHasi, TPUKYCIHUIalIbHAsI HEA0CTATOYHOCTb.
['unepronnueckas  6ome3nsr Il cr.  JIBycTOpOHHUI  THIPOTOpakKc,
runponepukapa. Octpast cepaednass HemocratouHocth (OCH) IV wimacca
(Killip). Kapmuorenunsiii mox III cr. OJDKH. Bo3moxkHass Tpom0O03MOO0Ms
BeTBeil Inérounoit aprepuu. I[lommoprannas (uepeOpainbHasi, AbIXaTelbHas,
CEpACUYHO-COCYAUCTAs, novyeyvHas, MeuyE€HOYHAas ) HEJIOCTATOYHOCTb.
XpoHHUecKkuit TIomMepyiaoHeppur, HedpoTuueckas (opma, C BO3MOKHBIM
nucxoaoM B amuiongo3. XbII IV ct.».

[TaTonoroanaromuyeckuid AuarHo3: «l['eHepaln3oBaHHBIA aMUJIOUJIO3 C
MPEUMYIIECTBEHHBIM MOPAKEHUEM CEPJILA, JETKUX, MOYEK, CEIe3EHKHU, IEYECHHU.
XpOHUYECKOE BEHO3HOE MOJTHOKPOBUE MTEUCHM.

[TaTosoroaHaToMOM OTMEYEHBI IIJIOTHOCTh Ha OIIyNlh MHOKapjAa, €ro
«BOCKOBUHBII» OTTEHOK Ha paszpe3e. [Ipum mukpockonuu: runeprpodus
KapJIUOMHUOLIUTOB,  TMEPUBACKYJAPHBIH U JIU(PHY3HO-KPYITHOOUYATOBBIM
KapJIMOCKJIEPO3, MEXAY MHUOIMTAMU M B CTEHKaX WHTPAMYPaJIbHBIX COCYIOB
OTPENICNAIOTCS aMWIOUIHBIE MAacChl, JAlOIIME TOJOXKUTEIBHYIO OKpacKy Ha
aMUJIOUI.

B nmanHO#l cuTyanuu aMuiono3 ObUT 3alof03pEeH JHUIIh B KAa4eCTBE

O}lHOfI W3 IPUYHUH IMAaTOJIOTHH ITOYCK, W IIPU KU3HHU HEC OBLT IOATBCPKIACH B
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KayecTBE OCHOBHOro 3aboseBaHus. K cokaneHuio, W NpUKU3HEHHas €ro
JMArHOCTHUKA BPSJI JIU TTOBIHsAIIA ObI Ha TPOTHO3.

Bropoe  Habmiogenme —  maumeHtka  P.,  oOpatuBmascs B
KapJMOJIOTHYECKOE OTACIICHUE M0 HAINPABICHUIO MOJUKINHUKU C AUArHO30M:
«UBC. Crenokapaus Hanpspkenus 3 @K XCH 3 @K, 2b ct. Anacapka». Ilpu
NOCTYIUIEHUU TpPEIbsBIsUIa KaJoObl Ha OABILIKY IPU MHUHUMAJIbHOM
dusznyeckoil Harpyske, yBeIMUEHHE B OOBEME KHUBOTA, OTEKH HIDKHUX
KOHeyHocTe. M3 aHaMmHe3a HM3BECTHO, 4YTO B TEYEHHE S5 JIET CTpajaer
TMIIEPTOHUYECKON 00JIe3HBIO, MO MOBOJXY KOTOPOM MoJiydajia TMIIOTEH3UBHYIO
tepanuio. B utone 2013 r. Haxoaunack Ha JICYEHHHM B ITYJIbMOHOJIOTHYECKOM
OTJIEJICHUU B CBA3U C JIBYCTOPOHHEH IIOJMCErMEHTAPHON ITHEBMOHHEW, NpHU
»TOoM Obla BbIsIBIIEHAa JauMdaneHonatus cpenocrenus. Yepes S5 Mecsies
MaHudectupoBanu sBaeHuss XCH, BHOBbp Oblla TOCHUTAIIM3UPOBAHA B
KapJAMOJIOTUUECKOE OTHeleHUuEe. B  CBA3M € BBIABICHUEM T'MAPOTOpAKCaA,
TUAPOIIEpUKApAa, aCUUTa W HE COOTBETCTBYIOIIMMH cTeneHu Tsxectn XCH
nokaszaressimu - OXO-KI'  uckmrouanace onkonartosiorus. Ilocime BbIUCKH
HanpasiieHa B KpaeBoil oHkogucnaHcep, e Obljia BHIMOJIHEHA KOMIIbIOTEpHAs
tomorpapus (KT) opraHoB TrpyAHOW KJIETKM B JUHAMHUKE, OCMOTpEHa
OHKOJIOTOM, JaHHBIX OO0 OHKOINATOJIOTMM HE IMOJIy4eHO. AMOyJIaTOpHO
IpUHUMAaa BEPOLLUIMPOH, 1UyBep. B TeueHune AByX HeAelb 10 TOCIUTAU3ALNH
BO3ZHHKJIO YXYJIUIEHUE COCTOSIHUS B BUJE HApacCTaHUs OJBIIIKH, OTEKOB HUKHUX
KOHEYHOCTEH, yBeJIMUEHHU 00beMa KUBOTA.

W3 aHamHe3a *KU3HU: CTPAJAET CaxapHbIM JuadeToM 2 Tuna (MIpUHUMAET
NEpOpaNIbHBIE CaXxapOCHIDKAIOIIUE TMpenaparbl), a TakkKe >Keae30Ae(pHUIUTHOM
aHemuen. IlaTosoruro co CTOPOHBI JOPYrMX OpPraHOB M CHUCTEM OTPHULAET,
npodeccuoHanbHbIX BpeaHocTe He Obuto. Ilpu 0OBEKTUBHOM OCMOTpE
COCTOSIHUE CPETHEN TSIKECTH.

HopmocTeHnyeckoro TeaoCi0oKeHHs, MOBBIIIEHHOTO MNUTaHUs (MHACKC

maccel Tema (MMT) 30). Temmeparypa tenma 36,5°C. KokHble MOKpPOBBI
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Onenubie, OObIYHOM BiakHOCTH. lllMTOBHMIHAs >kene3a MpU MajblallUd HE
yBenuueHa. Ilepudepudeckne maumdoy3nbpl He HaTbIUpyOTCa. OTEYHOCTH
HUKHUX KOHEYHOCTEW 10 cepeluHbl Oenep, Tpopuueckue si3Bbl B 00JacTU
TOJICHEN.

[lepkyTOpHO JN€Basi rpaHUIa OTHOCUTEIBLHOM CepAeYyHON Tynoctu Ha 1,5
CM KHapyXH OT JIEBOM CPEAHEKIIOUMYHOW JUHUHU. AYCKYJIbTaTUBHO TOHBI
cep/illa MPUTIYIIEHbl, pPUTMUYHBI, IIyMbl HE BBICIYLIMBAIOTCI. ApTEepUaNIbHOE
nasienne 150/80 mm prt. ct. [Iynsc 80 ya./muH, putmudeH. Han nerkuMu siCHBIM
JETOYHBIM  3BYK, NPHUTYIUIEH B HIJKHMX OTHenax chpasa. JlpixaHue
BE3UKYJISIPHOE, B HWKHUX  OTHenax  OcJalJIeHHOE, €AMHUYHbIE
MEJIKOIy3bIpUYaThle XPUIIbl B HUJKHUX OTJIENAX C ABYX CTOPOH. YacToTa JbIXaHHUs
22 B MUHYTY. S3bIK YMCTHIN. JKMBOT IIPHU MaJbIIAlMK MATKUN, YBEJIMYEH 34 CUET
aciuta. lleyenp nampmanuu HENOCTYyNMHA W3-3a acuuta. KumedyHuk mnpu
nanbnauun  0e3 ocobeHHocteil. OmnpenensieTcss CcBOOOAHAs KHUAKOCTh B
OpromHoM mosnoctu. CumnroM [lactepHankoro oOTpUIATENbHBIA € 00X
CTOPOH.

B naGopaTtopHbIX aHaIM3ax KPOBU BBISBJIEHBI: TUIIOXPOMHUS SPUTPOLIUTOB,
MOBBIIIEHUE KpeaTuHUHA —116 MKMOIB/1I, pacTBOpUMbIE (PHOPUH-MOHOMEPHBIE
komruiekesl (POMK) — 9 r/m, moyeBunbl — 11,15 MMob/m.

B oOmexknnmHnYeckoM aHain3e MOYM BbIsiBJIeHa npoteunypus — 0,75 r/m,
yaenbHbIN Bec Moun — 1015, Mukpockonus ocagka — yMepeHHast JISHKOUUTYpPHUS,
OakTepuypusi.

Ha OKI' mpm noctymuieHMM PUTM CHHYCOBBIM, 65 B MHHYTY. Peskoe
OTKJIOHEHHE AJIEKTPUUYECKOM ocu cepaua Bopaso. [IpusHaku yBenuduenus oooux
YKEITYJJOUKOB, JIEBOTO C MEPETPY3KOM.

Ha OxoKI' ompeaensnuck: yBelIMYEHHE TMIPaBbIX OTHAEIOB CEpla,
yTOJIICHHE MexoKeaynoukoBoii meperopoaku (MXKII) 1,3 oM, dpakius

m3rHanus 45 % c akumnesom MXII u mepenHed CTEHKH, AUACTOJIMUECKAs
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muchynknust JOK, peryprutanus Ha TK 1 MK 2 crenenu, Hanu4uue >KUIKOCTH B
MTOJIOCTH MEPUKAP/IA 10 S—7 MM, KJIallaHbl YIIJIOTHEHBI.

O0630pHas peHTreHorpaMma TpyJIHON KJIETKHU: JIETOYHbIEC TOJISi YHCTHIE,
CHIKEHA MPO3PAavyHOCTh MPABOIr0 JIETOYHOrO Mojs. KOpHH MamoCTpyKTypHBI.
TeHb ceplia paciivpeHa B MONEPEYHUKE, TEPEKPHIBACT HUKHEE MOJIE JIETKOrO
CJIEBa.

Ha xommnbrorepnoit Tomorpamme (KT) romoBHoro mMosra — y4acTKOB
MaTOJOTUYECKON TJIOTHOCTUA HE BBISBICHO. [IpU3HAKOB HapyLICHUS! CTPYKTYpbI
MOJIKOPKOBBIX 00pa3oBaHUM He oTMedaeTcs. B mpaBoit mojgkopkoBoM o0iacTu
pacuIMpeHbl IEPUBACKYJIIPHBIC TPOCTPAHCTBRA.

VYbTpa3ByKoBOE HCCIEIOBAHUE IMOYEK: TOYKH MPaBUILHON (HOPMBI,
pa3mepbl OOBIYHBIE, COOTHOIIICHHE MOYEYHOTO CHUHYCA U MapeHXUMbl B HOpME,
JIOTIOJIHUTENIBHBIX 00pa30oBaHuii HET. B OPIOIIHOM MOJIOCTH KUIKOCTb.

Ha ocHoBaHMM 0OBEKTUBHBIX JAHHBIX U PE3YJIHTATOB 00CIIEIOBAHUS OBLI
chopmymupoBan  guarHo3:  «MBC.  IlocTuHGapKTHBII  KapAUMOCKIEpO3
(HeompeneIeHHOM JTaBHOCTH), JHJIATAIMS IIOJOCTEH, CHHXKEHHE T100albHON
COKPaTUMOCTH. MurpanbHas, TPUKYCIUAAIbHAS HEJIOCTATOYHOCTb.
[TonuTonHas skctpacucronus. ['unepronndeckast 6one3ns Il cragus. XCH III
CT., IBYCTOPOHHUI TUAPOTOPAKC, TuAponepuKrapa, acuut. CaxapHsiii 1uader, 2
tun. JluaGerwdeckas aHTHONATHS HIDKHUX KOHEYHOCTeH. JlmabeTnueckmi
Hedpocknepo3, XbBII 3 cr. Jlumdbanenonarus cpemocrenus. DIl 2 cr.,
CJIO’KHOTO T€HE3a».

[TanmenTke ObUTa Ha3HavyeHa Tepamust — Kiaekcan 0,8 MIi/cyTkH,
dbypocemun 60 mr/cytku, Bepommupod 100 mr/cyTtku, nuysep 10 Mr B CyTKH,
acnupud 100 Mr/cyTku, MeTOmpoioja CyKIMHAT 25 MI/CYTKH, (O3UHOIPUII
40 mr/cyTku, guakap6 750 mMr/cyTKu.

HecmoTpst Ha MpoBOAUMYIO TEpANUIO, HAPACTAIH SIBJICHUS MOJUOPTraHHOMN
HEJIOCTATOYHOCTH, HapacTtaja creneHb TskecTh XCH B BHze yBeIMYEHUA

acCluTa, HapaCTaHUA OTCKOB, a TaK’KC IIOBBIIICHUA YPOBHA KPCATHUHHHA,
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MoueBHHBI, Ounupyomna, CPBb, mnporpeccupyromero CHWKCHHS YPOBHS
JCUKOIUTOB, AJILOYMUHA, TJIFOKO3bl. JleTalbHBIA MCXOJM HACTYHHJ Ha TISTHIC
CYTKH.

Ha  ayroncum  BBIABIGHBI  MOCTHH(APKTHBIA  KapAHOCKIIEPO3,
CTCHO3UPYIOIIUN aTepOCKIePO3 KOPOHAPHBIX apTepuii M TPOMO03-IMOO0IHS
MEJKUX U CPEIHHMX BETBEH JierouHo aprepur. [Ipum MUKpoCcKomuy B MHOKape
¥ TI0YKaX — MOJIOXKHUTEIbHAS OKPAacKa Ha aMUJIOU/I.

B nmamHOM  ciygae = aMWiIOMAO3 ~ cepAlla  SBWJICS  JIMIIb
NaTOJIOT0aHATOMUYECKON HAXOJAKOH M, BEPOSATHO, HE ChITpall pellaroieii posu B
KJIIMHAYECKOM KapTUHE M HCcXoAe 3abosieBaHud. TeM He MeHee, Cclydai
IPECTaBISET ONpeACTIEHHbIN HHTEpEC.

OTcyTcTBHE XapaKTEPHBIX CUMIITOMOB M CHUCTEMHOCTH MOPAKCHUS MPU
aMHIJIONJI03€ 3aTPYAHSIOT ero JUarHoctuky [7]. Tem He MeHee, MPaKTHISCKOMY
Bpayy HEOOXOIMMO MOMHHUTH O BO3MOKHOCTH 3TOTO 3a00JI€BaHUS Y MALMEHTOB
C PECTPUKTHUBHBIM THIIOM CEpACYHONW HEIOCTATOYHOCTH, pePpaKkTepHON K

TEpAIUHU.
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