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AMunona03 — rpymmna 3abojaeBaHui 0OIIUM MPU3HAKOM KOTOPBIX SIBISETCS
OTJIOKEHHE B OpraHax W TKaHAX ocoboro Oenka b-GuOpwuispHON CTPYKTYpBHI.
Tepmun «amuiaoua» BBen B 1854 r. R. Virchov, koropblii moapoOHO H3y4HI
BEIIECTBO, OTKJIQJABIBAIONIEECS] B TKaHAX, MPH TaK HA3bIBAEMOW «CaJbHOU»
0oJie3HU y OOJIBHBIX TYOEPKYJIEe30M, CUPUIUCOM, aKTHHOMUKO30M. B nanbHeiiem
Obuta ycraHoBiieHa OenkoBas mnpupona amuiouna. Yepes 100 ner mnocne
HaOmoaenus R. Virchov, ¢ moMoIipio 31eKTpOHHON0 MHUKPOCKOIA MMOKa3aHa ero
bubpmLIsipHas crpykrypa [6].

AMUIIONI03 HE OTHOCUTCS K PEAKUM 3a00eBaHUSAM, 0COOCHHO, €CIH YUeCTh
CYIIIECTBOBAaHHE JOKAIBHBIX ()OPM, YaCTOTa KOTOPHIX YBEIHMUHUBACTCS C BO3PACTOM.
B nmocnenHue ronabl cTanma BO3MOXKHOW Oojiee  TOYHas OMOXMMHYECKas
uneHTuukamnus OeIKoB, BXOASIIUX B COCTaB aMmIoWaHbIX (ubOpumi. Ha stom
OCHOBAHHMH BBIJICICHBI THIBI aMWJIOW/IA, OMpEJENIeHa CBSA3bh OTACIBHBIX THUIIOB C
KIMHUYECKUMH (popMaMH aMHIIOW03a, M3YyUEHBI OCNKHU-TPEANICCTBEHHUKN IS
KaXXJI0TO THIA W KIETKH, MPEANOIOKUTEIHHO yUaCTBYIOIINE B CHHTE3€ OEIKOB.
Bce 95TO mMO3BONMIO BHECTHM YTOYHEHHSI B KIMHUYECKYIO KiIacCU(DHUKAIIIO
aMHIJION103a 1 00OCHOBATh HOBBIE TIOJXOABI K JICUCHUIO.

CoBpemMeHHbIE KJacCU(DUKAUU aMHUJIOWI03a TOCTPOECHBI IO MPUHLHUIY
crenuPuYHOCTH  OCHOBHOTO  (pubpuinsipuoro Oenka amuiowaa. Tak, B
knaccudukaiun BO3 (1993 r) BHavaie NPUBOAMTCS THI aMHUJIOWA, 3aTeM
YKa3bIBAETCSI M3BECTHBIN OENOK-TIPEIIECTBEHHUK U MOTOM KIMHUYECKHE (POpPMBI
aMIIION103a C MEePEUNCICHIEM MPEUMYIECTBEHHBIX OpraHOB-MuUIIeHeH. Bo Bcex
HA3BaHUSAX THUIOB aMWIOHAA TEpBOM OYKBOW sBIseTcs NpomucHas OykBa A
(03HauarIoOMIas CJIOBO «aMWJIOW»), 332 HEH CIEAyeT COKpAalIeHHOe 0003HAYCHUE
KOHKpeTHOTro (huopuuisspHoro Oenka amuionaa — A (aMuaougHbld A-0enok), L
(merkme muenu wummyHornoOymuHoB), TTR (tpanctupernn) u b2M (b2-
MUKpornoOyauH). Cpeau CHCTeMHBIX (OpM amMuiion103a BbiaeasioT: AA-, AL-,
ATTR-u b2M (nuanusnelii)-amunonao3 [4].

AA-ammiionio3 OOBEAMHSET BTOPUYHBIA PEAKTUBHBIM aMUJIOWI03 W
aMIJIONIO3 B paMKax Meproandeckoi Oose3Hu. YacThle MPUYMHBI BTOPHYHOTO
AA-ammiionyio’da — pPEBMATOUIHBIA apTPUT, AHKWIOZUPYIOIIUN CHOHJIWIHNT,
NICOPHATUYCCKUN apTPUT U OMYXOJIH, B TOM YHUCIIC TeMaTOJIOTHYecKue (JTMMQOMBI,
aumdorpynynemas). Bospacraromiee 3HaueHHE B CTPYKType THpu4MH AA-
aMWIION/I03a  CpPeAM  XPOHMYECKHX  3a00JeBaHMHUN  KHIIEYHHKA  UTPAIOT
Hecrienupuieckuil si3BeHHbI KoauT u OosiesHb Kpona [30]. Cpeau opraHoB-
MUIICHEeH AA-aMHIION103a Yallle TOpakaroTcs MOYKH, PeXe — MeUeHb, cee3eHKa
U KUIIeYHUK. AA-amunon]; o0pa3yercs U3 ChIBOPOTOUYHOTO MPEANIeCTBEHHUKA —
cnenuduueckoro octpodazoBoro Oenka (y deloBeKa MMEETCS HECKOJIBKO €ro
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MOJICKYJISIPHBIX (hOpM), OJM3KOro Mo CBOMM (YHKIIMOHATIbHBIM CBOMcTBaM K C-
pEeaKkTUBHOMY O€JKy, IPOAYLHPYEMOr0 B OTBET Ha BOCHAJEHHUE. DTO, BEPOSATHO,
OOBSACHSET MOYEMY aMUJIOUI03 MPU XPOHUUYECKUX BOCMATUTENBHBIX 3a001€BaHUAX
pa3BUBAETCS TOJIBKO Y YacTH OOJBHBIX, HECMOTpPSI Ha MOBBILIEHHYIO BBIPAOOTKY
3TOrO creruduIeckoro ocrpodasoporo oOenka [26].

AL-amMwionio3 BKJIOYACT NEPBUYHBIN (MIUONMATHYECKUN) aMIIIOUI03,
aMHJIOUZI03 TIPU MUEIIOMHON Oosie3HHn M B-kierounsix omyxoinsix (0oyie3HBb
Banpnenctpema u np.). OCHOBHBIE OpraHbl-MUllleHH mpu Al-amuionmosze —
cepale, OKeNyaouHO-KHIIeuHbld TpakT © mnodku [10, 16]. BoabmuHCTBO
uccieaoBarencii paccmarpuBaloT Al-amuiaonno3 (NMEPBUYHBIA W CBSI3aHHBIA C
MUEIIOMOH) B paMKax enuHod B-nmumdonuraproit quckpasuu. [lonarator [6], uto
AHOMAJIBHBI  KJIOH IUIa3MaTUYECKUX WM B-KJIeTOK B KOCTHOM  MO3re
IPOAYLUPYET UMMYHOTI00YJINHBI, 00JIa1at0II1e aMUIOUOT€HHOCTBIO.

[IpenmectBennukn Al-amwionga — JIeTKHE LENM MOHOKJIOHAJIBLHOTO
umMMmyHoroOynmuHa (wamie |-, pexe K-tunos). Ycranomneno [11, 29], uto
cyobenunuilbl AL-pubpuinspaoro 6ei1ka cOCTOST B OCHOBHOM M3 BapuaOeNbHBIX
Y4acTKOB JIeTKUX Ieneil. Y OonbHbiXx AL-amunonnozom wuaiie omnpenenstorcs
MOATPYIIBl AMUJIOMJIOTEHHBIE M JIETKMX Lened. Yacto HabmogaeMble 3aMeEHbI
OTIEIbHBIX AMUHOKHMCIOT B  BapualeNbHBIX ydyacTKax JIETKUX  ILeneH,
O0OyCJIOBIMBAIOT ~JECTA0MIM3ALMI0O 3TUX MOJIEKYJ, TMOBBIIIAs BEPOSTHOCTh
oOpazoBaHus GUOPUILT aMUIIOUIA.

K ATTR-aMunoun03y OTHOCAT: CEMEHHYI0 aMUJIOMIHYIO MOJIMHEUPOTIATHIO
(pexxe kapauomathio W He(PONATHIO) C ayTOCOMHO-IOMHUHAHTHBIM THIIOM
HACJEeJ0BaHUSI M CHUCTEMHBIM cTapueckuil amuiongo3. ChIBOPOTOUHBIN O€oK,
MPEAIIEeCTBEHHUK aMWIOUJ03a B 3TOH Tpynmne, — KOMIIOHEHT MOJEKYIIbl
npeanbOymMuHa (TPaHCTHPETHH), TPAaHCIOPTHBIA O€JIOK il TUPOKCMHA W
pEeTHHOJA, TIEPBUYHO CHUHTE3MPYEeMbIii B medeHH. YcraHoBieHo [11], uro
HACJIeICTBEHHBI CEMEIHBIA aMUIOUI03 SBISETCS PE3yJbTaTOM MYyTallMd B I'€HE,
OTBETCTBEHHBIM 33 CHHTE3 MOJEKYJIbl TpaHCTUpETHHA. MyTaHTHble O€JKd, B
OTJIMYME OT OOBIYHBIX, HECTAOWJIbHBI W TPH OIPEACIICHHbIX YCIOBHUAX MOTYT
NpEeHUNUTUPOBaTh B (uOpmiisapHble CTpYKTYphl. OObIyHO cemeilHbii ATTR-
ammiion103 (HECMOTPSI Ha €ro HACIEACTBEHHYIO MPHUPOJY) MPOSIBISETCS TOJBKO K
CepeIMHE KU3HH.

Knunudeckue mposiBieHus cemeinoro ammiaonao3a (B yactHoctu ATTR-
aMHJIONI03a) PA3JIMYAIOTCs MPH OTACIBHBIX €ro BapuaHtax. Yaiie oTMedaroTcs
nepudepryeckasi CEHCOPHO-MOTOpPHAs HEWponaTus W HapylIeHHEe aBTOHOMHBIX
(BereratuBHbBIX) (QyHKIMI. Kpome 3TOro B pa3HO#l CTENEHH MOTYT HOPaKAThCS
Cep/IIe, JKEIYA0YHO-KUAIIICUHbIN TpakT U modku [11].

CucTeMHBIN CTapueCKU aMUJIONI03, SABJISIETCS OO0JIE3HBIO MOXKUIIBIX JIHOAEH

(ctapuie 70 net). DT0 — yOEIUTENbHBIH apryMEHT B TOJb3y CYHNIECTBOBAHUS
«BO3pPACTHBIX»  TPUITEPOB  aMujouaoresesa. Ilo cBOMM  KIMHUYECKUM
NpOsIBJICHUSIM  (OCHOBHBIC OPTaHBI-MHUIICHH — CEpJAIe, COCYIbI) CUCTEMHBIN

CTapueCKUil aMUIONI03 CXO0JieH ¢ AL -aMIIIONI030M, OJJHAKO OTJIMYAETCS OT HEro
MEHBIIICH TAKECTHIO MOPAKEHUSA U HEPEIKUM COYCTAHHEM C aTCPOCKIICPO30M.
Ab2M  (nuanu3HbBIN)-aMHIOMI03 — OTHOCHTENILHO HOBas  (opma
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CHCTEMHOTO aMWJIONI03a. BeNKOM-TIpeIIeCTBEHHUKOM TpU HeM siBisiercs Db2-
mukpornooyaua  (b2-M), koTopelii He (QuIbTpyeTcs Yepe3  OOJBIIMHCTBO
JIUAIU3HBIX MEMOpaH COBPEMEHHOrO THUMA U 3aJEepPKUBAETCS B OpraHHU3ME.
Yposenb b2-mMukpornoOymmHa B CHIBOPOTKE OOJBHBIX Ha  JUIUTEIBHOM
remonuanuie noseimaercs B 20 — 70 pa3, 4To COy>KUT OCHOBOW JUIsl pa3BUTHUS
amuion03a. OCHOBHBIE OpPraHbI-MHUIIEHU — KOCTH, MEPUAPTUKYJIAPHBIE TKAHU.
YacTo HaOmI0aeTCsl CUHIPOM KapnajibHOrO KaHasla, U3-3a CIaBJICHUS CPEIUHHOIO
HEepBa OTJIIOKCHUSIMHU aMHJIOUIHBIX MacC B 00J1aCTH KapraibHOM CBs3KH [1].

B nmuddepeHunanbHoil 1MarHOCTUKE CUCTEMHOTO aMWIIOW03a CIENyeT
NPUHUMATh BO BHUMAaHUE CIIEAYIOIIEE:

- AA-Tun 6oliee «MOJIOJION», CpeaHuil Bo3pacT 3aboseBmux Monoxe 40
JeT, Torja tak npu AlL-amunousoze — 65 ner;

- IpY 000UX ATUX THUIAX OTMEUAIOT Mpeodalanue MyX4iuH. Makporioccus
CBOMCTBEHHA TOJILKO AL-aMWIIon103y u He BcTpeuaetcs npu AA-turne (Kak u npu
ATTR-amumonmose);

- nepumut X Qakropa Koaryisluu, NapaopOUTalbHbIE TIeMOpparu,
CUHAPOM KapnajibHOro KaHajia HeXapaKTepHbI 1 AA-aMuiIou103a;

- npu AA-tune pexe, uyem npu Al-amunounose, HaOmomaercs
opTocTaTHueckas runotonus [14];

- mpu AL-aMuiion1o3e 4acTo BOBJIEKaeTcs cep/ie (Torna kKak, npu AA-tume
KJIMHAYECKH 3HAYMMOE TIOPAXKESHHE Cep/IIia HAOII0AaeTCsl PEIKO).

Jlns  cucremMHOro ammionjo3a (OCOOCHHO MEPBUYHOIO) XapaKTepHO
MOCJIEIOBATENIbHOE ~ MPUCOECIMHEHHE  HOBBIX  CHUMIOTOMOB, 4YTO  CO3Ja€T
NOJIUMOPPHYIO KIIMHUYECKYIO KAPTUHY C MHOTOOPTaHHBIMH MPOSIBICHUSMH.

OOBIYHO TMAarHO3 aMUJIOU103a CTABUTCS Yalle B pa3BEPHYTOM CTaJAuM, KOrjaa
3HAYUTEIBHO YBEJIMYEHBI IEUECHB, CENIE3CHKA, JIUM(ATHUECKUE Y3IIbl, BBISIBIISIOTCS
He()POTHUUECKUI CUHAPOM U MPU3HAKU XPOHUYECKOH CEepAeUHON HEAOCTATOYHOCTH
(XCH).

AMUITONTHAS KapIUOTIATHsI Pa3BUBACTCS MPH MEPBUYHON (MIUOTIATHUECKOM)
CUCTEMHOM CeMEHHON KapAMONMaTHUYeCKOW M CcTapyeckod (opmax amMuiaon03a.
[Ipy nepBUYHOM aMWIOHW03€ aMUJIOM]I 4Yalle BCEro OTKJIAJbIBAETCS BOKPYT
KOJUIareHa B CTPOME OpraHa, 4ToO BEJET K YTOJILIECHUIO U YIUIOTHEHUIO MHOKap/a
(«pe3UHOBBIIN» MHOKAp[), KOTOPbIA HMHOTJA HE CHAJaeTCs HAa BCKPBITUH. OTH
CBOICTBa MHUOKap/a MPUBOAAT K PE3KOMY CHIXKEHHIO €r0 MOJATIMBOCTH, IPUUYEM
10 BBIPAKEHHOCTH JUAcTOJWYeckas aucyHKIUs JieBoro skeiaymnouka (JIDK)
HAallOMUHAEeT TaKOBYIO MpHU CcJaBiuBarolleM nepukapaure. Kapnuonatmueckuid
aMWIOUJ03  MpEeACTaBiIsieT CcOOOM  TUNMHMYHBIA  BapuaHT  PECTPUKTUBHOMN
Kapauomuomnaruu [3, 7, 8].

VYBenuueHne Macchl MUOKap/ia Mpy NEpBUYHOM aMUJIOU103€ UHOT1a ObIBAaET
HACTOJIbKO BBIPAKEHHBIM, YTO HAa BCKPBITUU CEPALE 3aHUMAET OOJIbLIYIO 4YacTh
rpyaHoOi kineTtku. M3-3a OTiIOKEHU aMujIon1a, MUOKap/ CTAHOBUTCS PUTHIHBIM,
HO TMOJIOCTU KEITYJOUYKOB HE JTUIATUPOBAHbI, 3aTO PE3KO PACIIMPEHBI MpeAcepIns
— W3-3a 4YEro cepjille Ha PEHTTEHOBCKOM CHHMKE IOXO0XE Ha <«OQOKCEPCKYIO
nepyatky». BcnencrtBue pe3koro yTOJNIIEHUS CTEHOK CepAlla, OHO BHEIIHE
HECKOJIbKO HAIlOMHMHAET TUNEPTPOPUUECKYI0 KapAHOMUONATUIO. Y OOJBHBIX C
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KapAUOMaTH4YeCKUMU (HopMaMu UAMONATHYECKOTO WM CEMEMHOro amMuiIono3a
XCH pasBuBaercs (IpuW HEpACHIMPEHHBIX JKEIyJOYKax Cceplna) u3-3a
HEBO3MOXHOCTH aJIEKBATHOTO paccialieHusi *eIyJOYKOB B AUACTONY. Y 4acTu
OOJBHBIX aMWJIOMJ OTKJIAJbIBACTCS Ha KiamaHax cepaua, 4YTO NPHUBOJIUT K
perypruTaii TMOTOKa KpOBU (KIMHUYECKH TPOSIBISIEMONW CUCTOJIMYCCKHM
nrymom). B pesynmbrate B 000MX JKETyIOYKaX PE3KO TOBBIMIACTCS KOHEUHOE
JIUACTOJIMYECKOE JAaBICHUE, CHUXKAETCS CEP/IeUHbIil BEIOpOC, a B JaibHEHIIeM — U
COKPAaTHUMOCTbD JIEBOT'O KEIYJ0UKA.

Bapuantel crapuyeckoro amuionao3a — AUGQy3HbIE UHTEPCTULHAIBHbBIE
GuOpwIIsipHBIE OTIOXKEHHS B MHOKapje, MYJIbTU(OKAIbHBIA MacCUBHBIN
aMUJIOU03 MHOKapaa, b y3HbIT MHTEPCTULHAIBHBIN CeTyaTbIi

(nceBmorunepTpodUUecKuil) KapAHadbHBINA, aMHUJIOWA03 KOPOHAPHBIX apTepHii
(MyJTBTHHONYJISIPHBIN CTEHO3MPYIOIIUN KOPOHAPHBIA aMHIOH03) U aMHIIOHJI03
AopTBHI.

ITopakxenue cepaua IpU CTAPUYECKOM aAMUIIOMI03€ KIMHUYECKU 4YacTO HE
nposisisieTcss [18, 24]. B uenom 3abosieBanue (He WMes MaTOIHOMOHHYHBIX
CHMIIOMOB) MPOTEKAET MOJ{ MACKOH CaMBIX Pa3JIMYHBIX COCTOSHUI U, Yallle BCEro,
NPUHUMAETCS 3a TUNEPTPOPUUYECKYI0 KapAHMOMUONATHIO WM HUIIEMUYECKYIO
oones3nn cepama (UBC).

KnuHnyeckue npu3Haku aMUIOMIHON O0Je3HU cepala:

- HU3K0€ A/l ¢ MOHMKEHHBIM MYJBCOBBIM, OPTOCTATHYECKAS THIIOTEH3N;

- XCH (omgpimka mpu  Harpy3ke, MapoOKCU3MalbHAasi  OJIBIIIKA,
YTOMIIIEMOCTB), YaCTO PE3UCTETHAS K JICUCHUIO;

- 00JIK B IpyAU HEONPEAECICHHOIO XapaKTepa,

- CUCTOJIMYECKUH IIMYM PErypruTalyi Ha aTpUOBEHTPUKYIIIPHBIX KIallaHAaX
U IIIyXOCTh TOHOB CEPALA,;

- BO3MOXKEH NEPUKAPIUAIIBHBIN BBITIOT;

- pa3BUTHE CHUHAPOMAa CJIa0OCTH CHHYCOBOTO Yy3na (BCIEICTBUE €ro
aMIJIOUTHON WH(DUIbTPAIINH);

- CUHKOIIAJIbHBIE COCTOSHUS,

- APUTMUHU U BHE3AIIHAs CEpJIEYHasi CMEPTD.

Yame Bcero, 10 ONPEAECICHHOIO NEPUOAA, IOpaXEHWE MUOKapaa IpHu
NEPBUYHOM aMHJIOM103€ MPOTEKAET OECCUMIITOMHO. 3aTEM CUMIITOMATUKA OBICTPO
HapacTaeT, 0COOCHHO MOCJIe KaKOro-Tn00 MHTEPKYPEHTHOrO 3a0oieBanus (daiie,
octporo  pecnupaTopHoro). CHUHKONAJBHBIE  COCTOSHUSI —  CJICJCTBHE
HECITOCOOHOCTH CepJilla aJIeKBaTHO YBEJIMYMBATh CEpPJACYHBIH BBIOpOC MpuU
¢dusndeckoit Harpyske u3-3a: pectpuknuu JDK; mopaxkenus npencepauit w/vnm
CHIJKEHUS KPOBOTOKA II0 IIOPAaXCHHBIM AaMUIIOMIA030M MEJIKUM KOPOHApPHBIM
apTepusiM; BO3HUKAIOIIMX TaXUAPUTMHUI WU PE3KON OpaaukapIud; MOCTypaibHON
TUIOTEH3UU W CONYTCTBYIOIIEH Helponatuu. OOMOpOKM y YacTh OOJBHBIX
BO3HMKAIOT M MPHU SMOLHOHAJIBHOM HampskeHUU. CHHKONAIbHBIE COCTOSHUS Y
TOW KaTreropuu OOJBHBIX SBISAIOTCS MPOTHOCTUYECKHM HEOJAronpusTHBIM
MPU3HAKOM — a0COIIOTHOE OOJBIIMHCTBO TaKUX NAIMEHTOB MOTHMOaeT BHE3AITHO B
TeyeHue 1 rona oT Hauaga CUMITOMATHKH.

AMWIOH]T MOKET OTKJIAJIBIBATHCS B MEJIKMX COCYJaX MUOKap/ia C Pa3BUTHEM
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MUKPOLUPKYJIIUOHHON cTeHoKapauu (cuHapoMm X). Ha ayromcuu MoOXeT W He
OBITh aMujOWJa B CaMOM MHUOKApJie, KOTOPBI BHEIIHE HE OTJIMYAECTCS OT
HENOPa)KCHHBIX yUacTKOB [22].

B uenowm, sipkux u cneunpuueckux 0cCOOEHHOCTEN B KIMHUYECKOW KapTUHE
KapJUOMaTUYECKOr0 aMHJION103a HET — AuddepeHuanbHas AMarHocTUKa 3TOT0
3a0oneBanus TpyaHa. [loaTomy, npu HesicHOM M pe3ucTeHTHOH K jneueHuto XCH
Ha (QoHE KapJauoMeraauu, — CJeAyeT BKIIYATh B cxemy auddepeHInaiLHOTro
JMarHo3a U aMHJIOHIHOE MopaxkeHue cepana [2, 9, 13, 17, 20].

OKI' u3meHeHus pyu aMWION103€ CepLa:

- HUBKHUM BOJbTaX 0e€3 crnerudUuuecKux H3MEHEHUW pemnoispu3allud Wiu
COYETaHHE HU3KOrO0 BOJbTAXKa M HXOKapAUOrpadUuecKux MPU3HAKOB OOJIBIION
MaccChl MUOKap/a;

- maroJyiornueckue 3yous! Q, «cumynupyroomue» nHhpapkT MUOKapAa,

- ApUTMHH U HAPYIIECHUS TPOBOJIUMOCTH.

Oxokapauorpaduieckue npu3Hakv aMHIONA03a cepua:

- BBIPAXKEHHOE HapylLIEHUE JuacToindyeckoro pacciadnaenus JIK;

- «ricepaorumneprpodus» muokapaa JIK;

- HEMPOTIOPIIMOHAIBHO OOJIBIIINE Pa3MePbl 000UX MPEACEPAN B CpAaBHEHUU
C pa3Mepamu Kelly10YKOB,;

- CyIIECTBEHHOE CHIKeHUe (Pppakimu BeiOpoca JIK;

- TIOBBIIIIEHWE KOHEYHOI'0 JIUACTOJUYECKOTO JIaBJICHUS B IKEIyJ04YKax
cepaua,

- BO3MOXEH BBITIOT B MOJOCTH MEPUKAP/IA.

[Ipu 3XxokapanorpauyeckoM HUCCIEI0BaHUM HW3MEHEHHOTO aMUIIOHU]I030M
cepilla, €ro 4acto MPUHUMAIOT 32 THUIEPTPOPUUECKYI0 KapJAUOMHUOMNATHIO WIIU
runepTpoduio Mruokapaa Apyroro NpoOUCXOKICHHUS.

[Ipy pagMoOU30TONMHON JUArHOCTHKE aMWIOMI03a CepAua OTMEYaeTcs
3HAYUTEJILHOE TOBBIIICHUE HAKOIUICHUSI H30Toma B MHOKapae. Bo3MoxxHO
BBISIBIICHUE AaMUJIOWIHBIX BKIIOYEHUNW B MHOKapA€ C TMOMOIIbI0O MAarHUTHO-
pe3oHaHCHO# Tomorpaduu[23].

[locnennue TOABI B  KIMHUYECKONW TMPAKTUKE HUCIOIB3YIOT METOJ
cuuHturpadpun ¢ MeueHHbIM J123 CchIBOPOTOUHBIM P-KOMIIOHEHTOM [Jisi OLIEHKHU
pacripeiesieHus: aMWJIOua B OpraHu3Me. P-KOMIOHEHT COJIEPKUTCS B HEOOJIBIIIOM
konuuectBe (5 — 10%) B amumiouae BceX THUIIOB. PaaMOakTHBHBIM HM30TOII,
BBEJICHHBI  OOJIBHOMY  aMUJIOWJ030M,  CHEeHU(PUYECKH  CBSI3BIBACTCS  C
aMUJIOUJAHBIMU  JIETIO3UTAMU W BU3YAJIM3UPYETCS KOJUYECTBEHHO Ha CEpUU
CIUHTUTPAMM.

[Ipennonaraempli MO KIMHAYECKUM MPU3HAKAM JHAr€Ho3 aMHJIOMI03a,
JO/DKeH OBITh TOATBEPXKIASH Mopdosorudyecku (Ouoricuer Tkanei). Tak, mpu
noAo3peHun Ha AL-aMuiions03 pEeKOMEHAYIOT, B MEPBYIO O4YEpe.lb, MPOBOAUTH
OMOTCHUI0O KOCTHOTO MO3ra C OKpacKoW Ha aMuiouj. BrwisBiaeHue amuiounya B
KOCTHOM MO3re (C OLEHKOH MIa3MaTHYECKUX KJIETOK) JTAeT NMPEACTABICHUE O THIIC
ammion103a (aMUIION103 KOCTHOTO Mo3ra Oosiee xapaktepeH ais AL-tuna). Ecnu
BHYTpH  IUIA3MAaTHYECKUX  KJIETOK  HMMMYHOIJIOOYJIMHOB  (C  IOMOIIBIO
UMMYHOTHCTOXHUMHUYCCKON OKPACKHM MM MEUCHBIX AHTHUTEN K JICTKHM IIEIsM)
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OOHapy’KMBAIOTCS JETKUE LE€NH, TO MOAO3PEHHE MOJ03peHHe Ha Haiuuue Al-
aMUJION103a BEJIMKO. PEKOMEHIYIOT TakKe MpOBECHNE aCIUPALIMOHHON Ononcuun
MOJIKOXKHO-)KHPOBOW KJICTYATKH W3 TEPEIHEH CTCHKH XHBOTA (IOJIOKHTEIbHBIN
pe3y/bTaT MOIYYar0T 00JIee YeM B MOJIOBUHE CITy4acB).

NudpopmatuBabiM metonom npu AL-u nmpu AA-amuiiongose sBiseTcs
UCCIIe/IOBAaHKE OMOMNTATa CTCHKH MPSIMOW KUIIKK (CIM3HCTOTO W TOJCIU3UCTOrO
CJIOCB), TIPU KOTOPOM BEPOSTHOCTh BBIABICHHS amuiouga coctariser 50-70%.
Ecnu mpousBomuTcst Ouoricus MOpakeHHOTo opraHa (cep/na, MOYKH, MEYCHU U
Ap.), TO YacTOTa MOJIOKUTEIBHBIX pe3ynbTaToB gocturaet 90%. [lokazaHo [5], uro
yeMm Oousblile MHOUIBTPALMS aMHIOMJOM OCHOBHOI'O OpraHa-MHILEHH, TO TEM
OoJyiblliec W BO3MOXHOCTh €r0 OOHApyKEHHs B JAPYyrUX MecTax (Hampumep, B
NPSIMO KHIITKE WITU JIECHE).

TeueHne  cHUCTEMHOr0  aMWIOWJ03a  MPOTPECCHUPYIOIIEE,  MPOTHO3
pasznuyaeTrcsi B 3aBHCUMOCTH OT (OPMBI aMHIOMI03a, CPOKOB JUArHOCTUKH U
CTETICHH BOBJICUCHUS KXU3HEHHO BAXKHBIX OpraHoB. [IpM ecTecTBEHHOM TEUCHUU
AL-amunionsiosza, cpeHuid MoOKa3aTelb BBIKMBAEMOCTH OOJBHBIX COCTaBiseT 1-2
roga. Camas HHU3Kas BBDKMBAEMOCTh OTMedeHa y OonbHbIXx ¢ XCH, curmpomom
MababCoOpOIMK U OpTOCTaTHYECKOW runotonuei (6-9 Mmecsues). boiee Bbicokas
BBDKMBAE€MOCTh Oblla y OOJBHBIX C HEPPOTHUYECKUM CHHAPOMOM, CHUHAPOMOM
KapHaJibHOTO KaHasla ¥ MmeprudepruecKoi monuHerponaruei (coorBeTcTBeHHO 17,
31 u 56 mecsiies).

Jleuenne ammnouzo3a (IMEPBUYHOTO M BTOPUYHOrO) HAMPABICHO Ha
YMEHBIIIEHUE CHUHTE3a U JIOCTaBKM IMPEANISCTBEHHUKOB, U3 KOTOPBIX CTPOHTCA
Oenok ammiouna. Ecim npu AA-amuiongo3e TPUYMHHBIA (hakTop (CTHMYII)
NpOJOJDKAeT  cyllecTBoBaTh  wWiu  npu  Al-amunonnoze  coxpassieTcs
npoaudepanuss  KJIOHA  IJIa3MaTHYECKUX  KJIIETOK (BBIpaOATHIBAFOIIIUX
AMHJIOUJIOTCHHBIC JICTKHE LEMU MMMYHOTJIOOYJIMHOB), — TO MPOTPECCHPOBAHUE
amuioujo3a IMpojoipkaercd. Bce ciywyam yaydllleHHs TpU  aMHJIOMI03€
COTMIPOBOX/IANUCh CHI)KEHHEM YpPOBHS  CHIBOPOTOYHBIX MPEANICCTBEHHUKOB
aMUJIOU103a.

[lockonbky AL-amunonno3 paccmaTpuBalOT B paMKax MOHOKJIOHAJIbHOM
nposindepanuy mia3MaTnieckux u B-kieTok, To B neuennn AL-amuinonnosa (Kak
U MHEIOMHOW OOJIe3HM) MPUMEHSIOT Pa3]IMYHbIC CXEMbI MOJUXUMHUOTEPAIUU C
[ENBI0 YMEHBIIUTh MPOAYKIMIO MPEIIIeCTBEHHUKOB. Jlyulie mpoaHalan3upoBaHbl
s¢dheKTHBHBIC KOMOMHAIIMY JeueHus MeidanaHa ¢ npeaHu3ojonom [25, 27, 28].
OOBIYHO TPHUMEHSIOT HMHTEPMUTTHPYIOIINE CXEMbI, TaKk Kak wmendaman —
TOKCHUYHBIM Tpenapatr W Cpead OTHAJCHHBIX TIOCIEACTBUH €ro NpHUMEHEHUs
BO3MOXHO  pa3BUTHE  BTOPOW  OIYXOJIH (ocTpeiit  JeiiK03) WA
MUEJIOAUCIIIIACTUYECKOTO  CHUHIpOMa. bojee maasmen CcXeMou SBISETCS
npuMeHeHue MendanaHa depe3 kKaxjabie 4 — 6 Heaelb, /-IHEBHBIMU Kypcamu
(0,15 mr/kr mMacchl Tena) B codetanuu ¢ npeanuzoionom (0,8 mr/kr maccel Tena).
Jleuenue nnuTenbHOE, HE MeHee 1 roga. Pe3ynbrathl ieueHus XyKe y NalueHTOB C
XCH u 3amerHO Jdyumie y OONBHBIX C HEPPOTHUYECKHM CHHApoMOoM. Tak, y
NAI[MeHTOB, OTBETUBIIMNX HA JIEUCHUE, MPOAODKUTEIBHOCTh JKU3HH MOXKET
cocraBuTh 5 ner [19, 21]. ITonpiTKa AeUNTh KOAXMIHMHOM AL -amMuiaona03 He mana
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’kKenmaeMoro pesynbrarta [11].

Jleuenne XCH y 6onbHbIX AL-amunono3zom — TpyaHas 3ajada B CBS3H C:
MOBBIIIEHHON YYBCTBUTEIBHOCTBIO K CEpPJECYHBIM TJIMKO3UAAM, YyCYryOJeHUEM
XCH nHa ¢oHe mnpuemMa HHTMOMTOPOB KaJIbLIMEBBIX KaHAJIOB U Pa3BUTHEM
YIPOKAOMUX KU3HH HAPYINICHWH TPOBOJUMOCTH TIpH  HazHaueHuu b-
aapeHo6siokatopoB. Tepanusi cBOAUTCS, MO CYyTH, K HA3HAUYEHUIO MACCUBHBIX /103
MOYETOHHBIX CPEJICTB.

[IpMeHeHne HCKYCCTBEHHOTO BOJMTENS pUTMA IpPH CUHApOME Ci1aboCTh
CHUHYCOBOT'O y3J1a MaJIONIEPCIEKTUBHO, TAK KaK OOJbHBIE MOTYT YMEPETh OT IPYTrUX
HapylIeHUd pHUTMAa M NOPOBOAMMOCTH. B HacTosmee Bpems i JE4YEHUS
aMUJIOMAHOM KapAMOMUONIATUN HAYNHAKOT IPUMEHATh TPAHCIIAHTALMIO CePALA.

Takum oOpazoM, 3a MOCIEIHUE HECKOJIBKO JIET CYIIECTBEHHO M3MEHWIHCH
MHOTHE MpEJCTaBICHUs 00 aMUJIOMJI03€ M MeEToJax ero JiedeHus. bonpmmm
JOCTH>)KEHUEM CTajl0 NPUMEHEHHME IEPECaJKU IE€UYEHH B JIEUEHUH CEMENHOTO
ATTR-amunono3a M HMHTEHCHMBHOM XuMuoTepanuu npu AlL-amunounose,
MO3BOJIMBIIMM JTOOMTHCS 3HAYMTEIBHOTO KIMHUYECKOTO YIy4IIeHUs B psae
CJIy4aes.

B kadecTBe mpuMepa aMUJIOMAHOTO NOPAKEHUS CEpALA IPUBOIUM
coOCTBEHHOE KJIMHUYEeCKoe HaOmwogeHue. bompHOUM b., 63 roma, moctynui B
KIMHUKY ¢ gamarHo3oM: HWBC:  aTepockiepOoTHYECKUl  KapAHOCKIIEpO3,
budpusanus npeacepauii, H I1b (meBocToponHuil rupporopakc, aHacapka). M3
anamue3a wusBectHo, yTto MBC crtpagan okono 10 ner, OGecrnokounu penkue
MPUCTYIBI YyBCTBA HEXBAaTKM BO3[yXa, BO3HUKAIOUIME MPU YMEPEHHOU
¢bu3nueckoil Harpy3ke M mpoxojdimue B mokoe. llepeHeceHHbI HHPapKT
MUOKapAa oTpuual. B TedeHue mocnenHux 2-x JieT y OOJbHOIO MMeNna MeCTO
noctossHHas ¢opma (uOpwAuMs npeacepauid. PerynspHo nexkapcTBEHHbIE
npenapatel He TpPUHUMAI. B CBf3M ¢ yXyIOIIeHWEM CoOCTOsiHUs (ydalieHue
NPUCTYIIOB YIYyIIbs) B MOCICIHION HENEN0, OONBHOW OBbLI TOCHHTAIH3HPOBAH.
JIOTIONMHUTENBHO OTMEYall TaKKe HapacTaHue cllaboOCTH, IPOKb BO BCEM Telle.

[Ipu noctyruieHuu od1iee cocTosiHUE cpeaHel TshkecTH. KoxKHble MOKpOBbI
Y BUJIUMbIE CITU3UCTbIE OOBIYHOM OKpPAaCKH, YMEpPEHHbIN nano3 ryo. ToHbl cepaua
rilyxue, apuTMHuYHble — (GUOPWILISALUSA NpPEeNCepAril € YacTOTOM COKpalleHUs
xenynoukoB 110 yn/mun (medunmr nynsca 12), AJ] 90/60 mm pT. ct. B nérkux
ClI€Ba OMNpPENEAIOCh MNPUTYIUIEHWE NEPKYTOPHOTO 3BYKAa HHUXKE CEPEIHUHBI
JIOMATKH, HAJ 3TUMH OTAENaMU AbIXaHHE HE NpoBOIWIOCh. CrpaBa B IPOECKLIHH
HIDKHEW JIOJIM BBICIYIIMBAJIUCh €IWHUYHBIE BIaXKHble XpuIbl. llansnupoBanace
IJIOTHAS C OCTPBIM KpaeM IeyeHb, cinado 0oe3HeHHas, €€ HUKHUN Kpal BBICTYMa
Ha 7 CM HWXe YpOoBHsA p&OepHOoM nyru (10 MpaBoil CPEAHCKITFOUMYHON JTUHUH).
VYBennueHne cene3€HKH He oTMedanoch. Onpelnensiuch OTEKM HOT 10 CpeIHEH
TpeTu OEaep U aHacapka.

Ha OKI' 3adukcupoBaHbl HU3KUH BOJbTaX 3yOIIOB, TaXHCTOJIHYECKas
dbopma ubpwsiiuun  npeacepauii, QS B orBenenusx V1-V4. Ha OxoKID
OIPEISISITNCh: TUIATAIMsI JIeBOro (mepeaHe-3aquuii pasmep 54 MM) U mpaBoro
npencepauii (56 x 52 MM B 4-X KaMepHOM H300paKEHHH C BEPXYIIKH CEpIIa);
NICEBIOTUNICPTPOGUST MHOKap/Ia MEXIKEIYI0YKOBOM Meperopoaku (TONIIMHA B
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auacrony 18 mm) m 3ambedt crenku JDK (tommmua B guactony 15 mm);
HOPMaJIBHBIE Pa3MephI JICBOTO U MPABOTO JKEIYA0YKOB (KOHEYHO-TUACTOINYCCKHIE
pasmepbl 49 MM ¥ 24 MM COOTBETCTBEHHO); BBIPAKCHHBIM THIIOKWHE3 MEepEIHE-
neperopogounoit oonactu JOK Ha gone nuddysnoii runokuneznn muokapaa JIK
10 BCEMY MEPUMETPY C yMeHbIeHueM (pakuuu BeiOpoca (10 48%); HapyimieHue
auacToiruecko penakcaruu muokapaa JIK co camxkenneM otnomenus (o 0,83)
MUKOBOW CKOPOCTU TPAHCMUTPAIBHOTO KPOBOTOKA B PAHHIOIO TUACTOIY K TAKOBOU
B MO3JHIOI0 JMACTONY M peryprutauus 1-2-ii cTeneHu Ha MUTPAJIbHOM U
TPUKYCIUATBHOM KJIalaHax.

3aboneBaHue OBUIO PpACIIEHEHO KakKk MH(PApKT MHOKapjaa NepeaHe-
neperopogounoit oo6mactu JDK. B  oOmem aHanusze KpoBU BBISBISUINCH:
THIIOXPOMHAsl aHeMust JIETKou crenenu (3p. 2.66-2.77-1012/n, remornooun-95-117
r/n); ymepennsiii jeiikonuro3 (10,6-11,8-:109/n), neiikonmrapHas ¢dopMmyna 0e3
usMeHeHud u yckopennoe COD (37-45 mm/4). B OMoXuMHUYECKOM aHaAIHM3€ KPOBU
CHIDKAJICS YpoBeHb o0miero 6enka (o 60 r/i) u moBbIIATKNCH YPOBHH MOUCBHHBI
(mo 9,63 mmounb/n), kpeatunuHa (n0 154 mmonw/n) u KOK (mo 261 En/n).
TponoHUHOBBIN TECT OBLIT OTPUIATENIBHBIM, @ YPOBEHb CHIBOPOTOYHOTO Keje3a —
B HopMe. B Moue ormeuanack npotennypus (0,05 r/).

V3U opraHoB OpIOIIHON MOJIOCTH: TIeUeHb yBenuueHa (mpasas gons — 15,8
CM), €€ DXOI'CHHOCTh TIOHW)KEHA U CTPYKTYypa HEOAHOPOJIHAs; BOPOTHAsi BeHa — 16
MM. Kemunslid my3bipb. 91x20 MM, creHka A0 3 MM, MPOCBET CBOOOJIEH.
[Momxenynounas xenesa: 27,4 x 24,6x22 MM, OJHOpPOAHAs, HXOTEHHOCTH
noBbiieHa. [lpaBas mouka-103x50 mwm, neBas mouka — 102x49 MM, KOPKOBBIN
ciioi o0eux mouek-1,6 mm. YaireuyHo-1oxaHoyHass CHUCTEMa OOEUX IIOYEK HE

pacimpeHa.
Ha npsimoit peHTreHorpamme TpyJIHOM KIJIETKH ONpPENEIsIach HEYETKOCTh
JETOYHOTO PUCYHKA; CJIEBA — CHH)KEHHME ITHEBMAaTH3allMd 34 CYET HaJIW4Ms

KUJIKOCTU B IUICBPAJIbHOW TMOJOCTH; KOPHH PACHIMPEHBblI M MAaJlOCTPYKTYPHBI,
CPEAOCTEHUE HE CMELIEHO.

B mnane auddepennumanbHoro nuarno3a Hamu oOCyXkanach BO3MOXKHOCTh
HaJIU4us y O0JbHOTO TUIIEPTPOPUUECKON KapAUOMHUONIATHH.

Ha ¢one crangapTHOro Jie4yeHUsi COCTOSTHUE OOJBHOTO YXYAIIAJIOCH:
COXPAHSUIMCh MPUCTYIIBI YAYILIbS, CYXOM Kaleab, 03H00. boybHON ObLT IEpeBeieH
B OTJICJICHUE peaHuMalni, rae (HECMOTPs Ha WHTCHCHUBHYIO TEpAIHio0) MOTHO OT
nporpeccupytomeidi  XCH. TIlpu ayroncuu ObUT  BBISBIECH  NEPBUYHBIN
IrE€HEPAJIM30BaHHbIM aMUJIOUA03 C MPEUMYIIECTBEHHBIM IOPAXXEHUEM CepAla,
MOYEK U MCYCHU.

Takum 00pa3oM, Mbl HaOIOANH TE€YEHUE NEPBUYHOIO F€HEPATIN30BAHHOTO
aMuIon03a C MpeodiaaHueM KapaualbHbIX CUMOTOMOB — pa3ButueM XCH,
HAJIMYUEM HApPYUIEHHWN CcepAeyHoro putmMa u wu3MeHeHussMu Ha OKI', He
no3BoyisiBIIMMUA  UCKIOUNTh WBC. PerpocnekTMBHO OIEHHMBas KIMHUYECKHE
MIPOSIBJIEHNS U JAHHBIE MHCTPYMEHTAIBHBIX MCCIEAOBAHHMM 3TOTO KIMHHYECKOIO
ClIy4as, MOXHO CKa3aTb, 4YTO OHM, B IEJIOM, COOTBETCTBOBAJIM KapTHHE
KapIUOIIaTUYECKOTr0 aMHUJIOUA03a.

CnenoBatenibHO, B CIIy4asiX pa3BUTHUS KapMOMETaIMU 0€3 BUJIUMBIX IPUUNH
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n nanHbeix OXoKI', cBUIIETENbCTBYIONIMX O MACCHBHOW TUNEpTpodUr MHUOKap/a

(0ocoOeHHO TIpencepanii), — HEOOXOAMMO MOMHHTh O BO3MOXXHOCTH HAIUYUS Y
JAHHOTO MAI[HEHTa AMHJIOUIHON KapAHOMHUOIIATHH.
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