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mHennto S.Y. Tan (1995), cmepT-
HOCTb 0T AL-aMumongos3a cocTas-
nsger 1 Ha 2000 nacenenus (0,05%).
ITo-BupmMMOMYy, npencTaBleHHbIE
[aHHBIE O PACIPOCTPAHEHHOCTU
PasNIMYHBIX BAPUAHTOB aMUJIOUJIO-
3a B II€JIOM MOTYT OBITH 9KCTPAIO-

B cmamuve dan 0630p cospemerHbix npedcmasieHull 0 KAaccuuxayu,
namoeerese, KTUHUHECKUX NPOABTIEHUAX, OUALHOCMUKE U N00X00AX

K 7leueHuio cucmemHozo amunoudoda. Haubonee nodpo6Ho o6cysioerui
npobnemvt nepsuuHozo AL-, mopuurozo AA- u 0uanuzrHozo

epMUH «aMUIOUFO3» 00B-

equHAeT 3a00MeBaHuUA, KO-

TOpble XapaKTepU3yITCA
BHEKJIETOYHBIM OT/IOXKEHUEM CIe-
n1upuUIeCKOr0 HepacTBOPUMOTIO
¢bubpunnsapuoro 6enka aMmuIOUAaA.
Hemenkuit matonor Pynonbd) Bup-
X0B B 1853 I. mpenaoXuI TepMuH
«amuaon» A o6o3HadeHUs Be-
IIeCTBa, OTK/IA/[bIBAOIETOCA B Op-
raHax GONbHBIX «CANIbHOI GoJes-
HbIO» (KaK HasbpIBaay aMUIONO3
B Hadajle XIX Beka) mpu TyOepky-
ese, cuduimce, nempe. ITo Belec-
TBO OH OLIMOOYHO IMOCYUTANT Kpax-
MaJIoNoff00HBIM U3-3a XapaKTePHOI
peakuuu ¢ mojgoM. B HacToamee
BpeMs yCTaHOBJIEHO, YTO IO/IMCaXa-
PUIBI COCTABIAIT He 60mee 4% oOT
MaccChl aMUION/ I, OTHAKO TEPMUHDI
«aMMJIOUTI» U «aMUJIOUJI03» 3aKpe-
MUTUCD.

3I'IMAEMI/IOHOWI$I amMmunonaosa

PacripocTpaHeHHOCTD aMUJION[I03a
IO HACTOAIIETO BpeMeH!U M3ydeHa
HegocTarouHo. [To manubiM S.Y. Tan

A-6ema-2-M-amunoudosa.

un coasT. (1995) [1], peakTUBHBII
AA-amumionnos, oguH U3 Hanbojee
YaCcTBIX BapMaHTOB aMUIONEO3a,
pasBuBaeTca y 5% GOJIbHBIX C XpPO-
HUYECKVMM BOCIIAJINTEIbHBIMMI 3a-
6oneBanusiMu B EBporie; o JaHHBIM
APYTUX MCTOYHMKOB, AA-aMuUIoun-
IO3 OCTIOKHSET TeueHMe peBMaTo-
npHoro aprputa B 6-10% cinydvaes.
B cpepnem ponsa AA-amumnonpHONM
HedpoImaTNyu B CTPyKType 3aboe-
BaHUI novek B EBpore cocrassaer
2,5-2,8%, a B CTpyKType OoJIe3Hel,
MPUBEALINX K XPOHUYECKOI IToYey-
Hoit HegocTtarouHocTu (XITH), - 1%
(B cooTBeTcTBUU C maHHBIMU EB-
pOIENCKON acCOUMALUM HManmsa
U TPaHCIUTAHTALUN).

B CIIA vacTtoTa ammionmosa Ba-
peupyer ot 5,1 go 12,8 ciyyaes Ha
100 ThIC. HaceneHus B rof [2]. dtu
TMaHHbBIE KACAITCA MpeuMyIlecT-
BEHHO PacIpOCTPaHEHHOCTH Iep-
BuYHOro AL-amumoupgosa, miu
aMIIONZ03a B paMKaX MMUETOMHOI
6omnesnu n fpyrux B-remobnacro-
30B. B cTpaHax Tperbero Mmpa, 1o

NMUPOBAHbI 1 HA IPyTUE CTPAHBDIL.

Mopdonorus amunongosa

OCHOBY TKaHEBBIX OTTIO>KEHUIT aMU-
JIOMJA COCTABIAIT aMUJIOUJHBIE
¢bubpunasl - ocobbie OenKOBBIE
CTPYKTYphl guameTpoMm 5-10 HM
u giauHou go 800 HM, coCTOsAIINeE U3
2 u 6oree mapase/IbHBIX pa3HOHA-
NpaBJICHHBIX (AHTUIIApa/Ie/IbHbIX)
¢$unaMeHTOB, 06pa3yoIUX KPOCC-
6eTa-cklIagyaTyo KOHpOpMaInIo.
VImeHHO OHa ompejensAeT CIeln-
¢dnyeckoe ONTHYECKOE CBOWCTBO
aMIUJIONZIa — CIIOCOOHOCTD K JIBOJI-
HOMY InydenpenomnaeHuio. Ilpu
MMKPOCKOINM OKpALIEHHBIX KOHTO
KpPacHBIM IIpeNnapaToB B IOIAPU30-
BAaHHOM CBeTe aMMJIOU] M3MeHsAeT
KPacHBIIT IIBEeT OKpacKy Ha s67104-
HO-3eneHoe cBedeHne. O6Hapyxe-
HII€ 9TOTO CBOVICTBA II0JIO’KEHO B OC-
HOBY JMArHOCTUKI aMUIONT034.
CTpyKTypHble M XUMUKO-(PU3K-
yecKye OCOOEHHOCTM aMMIONAA
OIIpeJIeNIAI0TCS OCHOBHBIM O€mKOM-
IpefIIeCTBEHHIKOM, COfep>KaHue
KoTOporo B ¢pubpuiie mocturaer
80% u sABnAeTCA CrHeNMPUIHBIM
IPU3HAKOM [JIA KaXKJOro THIa
aMMIONZO3a.

(Cnewbinyck «AKTyasbHble BONPOCH! Hedponorum»



XapaKTepMCTuKa OCHOBHDbIX TUMOB
amunounposa

B rpynny AA-aMunonmosa BXOgAT
PEeaKTUBHBIN (BTOPUYHBIN) aMIIO-
U03, aMUION03 TIPU HePUOfUIec-
KoJl 60/1e3HM, KPUOMMPUHONATUAX
(IpenMy1IeCTBEHHO PY CUHPOME
Maka - Yanica — ceMeitHO nepu-
OJIMYeCKOll IMXOpajKe B COYeTa-
HUM C TIYXOTOI ¥ KpalMBHUILEN).
Haubonee yacThIMM NpUYMHAMU
BTOPMYHOT'O aMIJION/[03a B HACTOSI-
Iiee BpeMsi C/IyXKaT peBMaTOUHBII
apTpur (30-50%), XpoHMYeCKMe
THOMHO-IeCTPYKTUBHBIE 0O/NIe3HU
(ocTeomuenut, GPOHXOIKTATUUEC-
Kast 60/Ie3Hb), BOCIIAIUTe/IbHbIE 3a-
60/1eBaHIA KUIIEYHKA (I3BEHHBII
Konut, 6onesHp Kpona), Ty6epky-
nes, omyxonnu (daite muMQoOrpany-
JIeMaTo3 U pax mouykn) [3].
AA-ammyonp o6pasyeTcs U3 CbIBO-
POTOYHOro OenKa-IpeflUIecTBeH-
Huka SAA - ocrpodasosoro benka,
B HOpMe CUHTE3UPYeMOro I'elaTo-
yutamu, Heitrpoduaamu u ¢pubpo-
67acTaMm B CTIeJOBBIX KOTMYIECTBAX.
Ero KoHIeHTpauus 3HaYUTETbHO
BO3pacTaeT I107] BO3/IEICTBIEM VMH-
TepJIeIIKMHOB 1 1 6, haKTOpa HeKpo-
3a OIIYXO/IM B OTBET Ha BOCIIA/IeHIE,
onyxonesbiii poct. IloBbimenne
comepxaHus SAA B KpoBu Urpaet
OCHOBHYIO pOJIb B ITaTOreHese AA-
aMIIONT03a.

OpHako /s pasBUTUS AMUTONUJIO-
3a HEJOCTATOYHO TONBKO BBICOKOIA
KOHIeHTpauuu SAA, He06X0UMO
TaK)XKe Ha/lnm4ye y 6e/Ka-mpepIect-
BEHHMKa aMUIOUIOTeHHOCTH. Pa3-
BUTME aMMIONJ03a Y YeloBeKa
CBA3BIBAIOT C memos3uiueinn SAAL;
B HaCTOs11Ilee BpeMsi M3BECTHO 5 U30-
THIoB SAAL, 13 KOTOPBIX HaNOO/Ib-
HIYI0 aMMJIOM/IOT€HHOCTD NPUIIN-
chiBalOT msortunam 1.1 m 1.5 [4].
KoHeuHbIi1 3Tan aMuIoujoreHesa —
ob6pasoBanue GpubpUIIT aMuIonga
u3 6enKa-penuecTBEHHNKA — OCY-
IIeCTB/ISAETCS NIPU HEMOMHOM pac-
LIeNIeHN ) IpoTeasaMy MOHOLV-
ToB-Makpodaros. Crabuansanus
aMunongHon GubpuIsl 1 peskoe
CHIU>KEHME PacTBOPUMOCTY 3TOTO
MaKpOMOJIEKY/IAPHOTO KOMIIJIEKCa
BO MHOTOM 00YC/TOBIEHBI B3aJIMO-
[eVICTBMEM C IOJIMCAaXapyujaMy UH-
tepctunu. Ilpu AA-amnnongose
aMUIONT OOHAPYI)KMBAIOT B pasind-

HBIX OpraHax, OfJHaKO K/IIMHUYecKas
KapTUHA U IIPOTHO3 0OYC/IOBJICHDI
HOpa>keHNEeM MOYeK.
AL-aMnunonmos BKIKYaeT B cebs
HMepBUYHBIN (MAMOTATIIECKNIL)
aMUJIONA03 ¥ aMUJIOUJ03, acco-
LUMUPOBAHHBI C MMUETOMHOI 60-
Ne3HbI0, pasBuBawmuiica y 7-10%
6OMBHBIX C MHOXXECTBEHHOI MI-
enomoii. ITo coBpemeHHBIM IIpefi-
CcTaBIeHUAM, NepBUYHbIN AL-amu-
JIOUH03 UM MUENIOMHYI0 06O0/e3Hb
(kaK accoUMMpPOBAHHYIO, TAK U He
ACCOIMUPOBAHHYIO C aMUJIOUTO-
30M) paccMaTpMBaIOT B paMKax
efquHOM B-numbonnrapHoit mguc-
Kpasuu, KOTopas XapaKTepusyeT-
cs1 nponugepalyeil aHOMaabHOTO
KJTOHa MIa3MaTUYeCKUX KIeTOK
nnu B-KjeTOK B KOCTHOM MO3Te
¢ U36BITOYHON HPOAYKIIVEN MOHO-
KJIOHA/IPHOTO MMMYHOITOOYI1HA,
o61afaoIero aMuIOULOreHHOC-
TbI0. belKoM-IpeyjecTBeHHIKOM
npu AL-aMmionpose C4uTaOT MO-
HOKJIOHa/IbHbIE JIETK1Ie e MMY-
Horno6ymuos (JILW), u3 HasBaHus
KOTOPBIX HPOMCXOAUT abOpeBnaTy-
pa L [3]. AL-amumonzos — 310 reHe-
panM30BaHHBIN IIPOLIECC C IIPENMY-
IIeCTBEHHBIM IIOpaKeHMeM Cepyla,
IOYeK, XeTyLOYHO-KNMIIeYHOT O
tpakta (JKKT), HepBHOII cuCTeMBI
7 KOXKIL.

K ATTR-aMumonposy OTHOCAT
CeMeNHYI0 aMUJIOWAHYIO IOIN-
HeBpPONATUIO, HACAEAYeMYI0 IO
ayTOCOMHO-IOMUHAHTHOMY THIY,
U CUCTEMHBIN CTap4YeCcKMUI aMUIo-
npo3. benkoMm-npeniiecTBeHHNKOM
pu aToit popMe aMUION03a CIIy-
KXNUT TPAHCTUPETNH — KOMIIOHEHT
¢dpaxyuu npeaibOyMnHa, CUHTE3N-
PYEMBIIi IEYEHDIO U BBIIOTHAIOI NI
GyHKUMM TPaHCHOPTHOrO Oeka
TUPOKCVHA VI PETMHOIA. YCTaHOBIIe-
HO, yTo ATTR-aMmuionmos 6piBaeT
pe3y/nbTaToM MyTalluy B TeHe, KO-
AVpYyIolleM CMHTe3 TPAaHCTUPETHHA,
YTO IPUBOAUT K 3aMeHe aMITHOKIIC-
not B Monekyne TTR. B pesynbrare
MIOBBINIACTCA aMUJIOUIOTeHHOCTD
Oenka-npeflIecTBeHHNKa U 00-
JleT4yaeTCs ero IOoMMMepu3anus
B amuoupubsie Gpubpunnsl. B Ha-
CTOAIee BpeMs N3BECTHO MHOXeC-
TBO BapMAHTHBIX TPAHCTUPETIHOB,
4yeM 11 00YCIOBIEHO pasHOOOpasme
KIMHNYeCKNX GOpM HaC/Ie[[CTBEH-
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HOIl HeBpomaTtuu [5]. dTa rpynmna
3a00/eBaHMII XapaKTepusyercs
nporpeccupyioueir nepupepuiec-
KO U BEreTaTUBHOJ HEeBPOIATUEN,
KOTOpas COYeTaeTCA C IIOpakeHeM
ceppla, IMOYeK U APYIMX OPraHOB
PasIMYHOI CTEIEeHN.

CHCTeMHBIII CTapyeCKuil aMUIONU-
103 paspuBaeTcs nocine 70 et B pe-
3y/lbTaTe BO3PACTHBIX M3MEHEHMII
CTPYKTYpBbl HOPMAJIbHOTO TPaHC-
TUPETVHA, yCUIMBAIOIIUX ero aMU-
noupgoreHHoctb. K opramam-mu-
IIeHAM CTapYecKOro aMMJIOUJ03a
OTHOCAT Cepflie, COCYZIbI TOTTOBHOTO
MO3Ta ¥ aOpTY.

K cemeiiHpIM dopMaM aMUTOULO-
3a OTHOCATCS Takxe 6oree pefkue
AGel-, AFib-, ALys-amMunonnossi,
IpU KOTOPHIX aMMJIOMJJOT@HHOC-
THIO 00/1a/Jal0T MyTaHTHbBIE POPMBI
COOTBETCTBEHHO Trejiconuua, ¢pub-
puHOreHa, nusonuma. Ilpm atmx
BapMaHTaX aMMJION[03a TaKXe OT-
MevaeTcs IpeuMyIlecTBeHHOe I0-
pa’keHMe IOoYeK, OTHAKO JI/IA Te/ICo-
JITHOBOTO aMIJIONZ03a XapaKTepHO
codeTaHNe HepPOIATUY C CeTIATON
pucTpodueit poroBuibl u nepude-
pUYecKoil HeBpomartuei (Ipeumy-
IIeCTBEHHO ITOPaXKaIoTCs YepeIrHo-
MO3T'OBbI€ HEPBBI).

B Hacrosee BpeMs M3BeCTHO 60-
nee 20 aMUIOUOTEHHBIX OENKOB-
HpefilleCTBeHHUKOB U, COOTBET-
CTBEHHO, KIMHNYeCKIX BapMaHTOB
ammuiaonposa. Tak, A-6eTa-aMUIO-
up ABnsgerca Mopdonmormyeckoi
OCHOBOII 607e3HM AjbIreiiMepa,
ATAPP-amunony — caxapHoro aua-
6era 2 tuma u fip. [3].

B medpomormueckoir mpakTuke
6onblIoe 3HaUYeHMe UMeeT A-6era-2-
M-aMmnonno3 (acconmpoBaHHbII
C XpPOHMYECKUM TeMOLMANN30OM).
benkoMm-mpeaecTBEHHUKOM IIPK
aToil popMe aMMION[03a CIIY>KUT
6era-2-MUKPOTIOOYINH, KOTOPBII
B HOpMe IIPUCYTCTBYeT B KPOBY, MO-
4e, CIMHHOMO3TOBOJT ¥ CMHOBHUAJIb-
HOI XMjkocTAx. [Ipu HopManbHOI
(GYHKLMY IIOYeK ero KOHL[EHTpaLus
B KPOBU COCTaB/AeT 1-2 MI/. ITOT
6enox ¢uIbTpyeTCsa B KIybOouKax
[OYeK ¥ MeTabonMusupyercs mocie
peabcopbuuu B IPOKCHMANTbHBIX
KaHanbllax. ¥ manmeHToB ¢ XITH
KOHIIEHTpPAIUA 9TOro 6e/ka B Kpo-
B BO3pacTaeT, KOPpeIupys ¢ co-
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le/lMQHGHVIE BbICOKOMOTOUHbIX

CAHTETYECKIX M€M6paH N COYETaHNE
,[l,VId)d)y3VIOHHOI'O MEXaHI3Ma OUNLLIEHNA
KPOBW C KOHBEKTVBHBIM MPUBOAAT

K CYLLLECTBEHHOMY MOBbILLIEHMI0
3QQEKTUBHOCTIA BblBEIEHNA
0eTa-2-MUKpOrI00yNuHa.

Iep>KaHMEeM KpeaTHHUHA, OJHAKO
MaKCUMaabHbIX 3HaueHuit (B 20—
70 pas HpeBBLINIAIOIINX HOPMY) OHa
BOCTUTaeT 4Yepe3 HECKOJIbKO JIeT
NpOBeJleHMsT PeryIsApPHOro reMo-
nuanusa. bera-2-MuKpornoOynnH
II7IOXO YAa/seTCsI IPU MPOBefeHNN
CTaHIapTHOIO TeMOAMaNu3a, 4To
Hens6eXXHO IPUBOAUT K Pa3BUTUIO
amuonzosa [3]. IlepBble eno3nTol
6era-2-M-amunonpfa o6HapyKM-
BAIOT B CMHOBMA/IIbHOI 000/I0YKe
CyCTaBOB y)Xe 4epe3 1-2 roga 3sa-
MECTUTEIbHON IIOYEIHON Tepanunmu,
KJIMHWYECK)e CUMIITOMBI TIOSIBIIS-
10TCA 4epe3 7 U Gojee JIeT Tepanun
[3]. ¥ 60onbHBIX cTapiue 60 et gua-
NU3HBIT aMUIOUJ03 Pa3BUBAETCH
opicTpee. KpoMe BbICOKOI KOHIIEH-
Tpauun OenKa-npeflIecCTBEHHNKA,
B [IATOTeHe3€ JMATN3HOI0 aMU/ION-
103a CYL[eCTBEHHYIO POIb UTPAIOT
u fpyrue ¢GakToppl. AMUIOUZO-
TeHHOCTDb 6eTa-2-MMUKpPOIIOOyInHA
BO3pacTaeT Hpyu MOAUPUKALUAX,
06yC/IOB/IEHHBIX B3aMOJEIICTBYEM
C MPOJYKTaMy HEIOJTHOTO IJIMKU-
pOBaHMA, @ TAKXKe IIPU OKUCIICHUN
OeTa-2-MUKpPOrIOOyINHA U aljy-
nudukanuu cpenst [3]. OguM ns
OCHOBHBIX MICTOYHMKOB 9TUX MO-
nuduKanmit ABIAOTCA KOMIIOHEH-
TBI AManu3aTa, B TOM 4ucIe 6ak-
TepuanbHBIN JIMIIONONNCAXAPUT;
IJIMKUPOBaHMe 6eTa-2-MUKPOIJIO-
Oy/I1Ha BO3MOXXHO TaK)Xe IIpU KOH-
TaKTe C LIe/ITI0/I03HBIMU IMATN3HBI-
mu MeM6paHamu. Takum o6pasom,
npoduaakTuKa IUaNIN3HOTO aMU-
JI0M[{03a BO MHOTOM CBsI3aHa C OT-
Ka3OM OT LIe/I/IIOJIO3HBIX [MajIN3-
HBIX MeMOpaH 1 TIAaTeIbHOCTHIO
KOHTPOJIS Ka4ecTBa MPYMEHAeMOT0
nuanusara. MoguduiupoBaHHbI
6eTa-2-MUKPOITIOOYINH SIBISETCS

MOLIHBIM MHYKTOPOM 06pa3oBa-
HUsl LUUTOKMHOB (MHTEPJIEKIHBI
1 u 6, pakTOp HEKPO3a ONMYXONIU
anb¢a). PesynbraToM aKTUBaLUM
[MITOKMHOBOTO KacKaja sIBISETCS
TSDKENI0e CHOBUAIbHOE BOCIIAsIe-
HUe C IpUB/IeYeHeM MaKpogaros
[3]. MakpodaranpHOe BoCIaneHue
OmpefensieT BBICOKUIT [eCTPYK-
TUBHBIN IIOTEeHII A/l BOCIIA/JICHUA
B CHHOBUU C Pa3BUTVEM KOCTHBIX
9PO3UIL U KICT, POCT KOTOPBIX 06yc-
JIOBNIMBaeT pasBUTUE IEPETOMOB
KocTell. Bbllo ycTaHOBIEHO, YTO
6era-2-MukpornobynnH obnamaer
BBICOKOII KOJIJIaTeHCBA3bIBaIOIIell
aKTMBHOCTBIO, BO3pacTalell Mo
Mepe yBeHI/I‘IeHI/IH €T0 KOHIIEHTpa-
1uu B KpoBu. Kpome toro, BoisiBre-
Ha CBs3b OeTa-2-MMKpOIrIoOyIMHa
C IIMKO30aMIHOITIMKAHAMY XPSIIa.
OruMu pakTaMy MOXHO 00DBsiC-
HUTH IIPeMMYIIeCTBEHHOE OTI0Xe-
Hue GubpuIT aMuIONa B CyCTaB-
HBIX TKaHAX. TakuM o6pasom, mpu
A-6era-2-M-aMunoumose orMeda-
0T [TOPa>kKeHue KOCTel 1 epuapTi-
KY/ISIPHBIX TKaHelL, peke — COCY/IOB.

MaTorenes amunoupo3a

HecMoTps Ha pasnmume B THHAX
aMMIOUIHOTO 6eNKa, CylecTBYeT
O6IIHOCTD [ATOTEHe3a PasNMNIHBIX
KJIMHNYECKUX POPM aMUIONJ03a.
OCHOBHOJI NpPUYMHON pPa3sBUTUA
60/Ie3HY CIIY>)KUT HajIu4dye oIpe-
Ie/ICHHOTO, HePeIKO HMOBBIIIEHHO-
ro KOMMYeCTBa aMUJIOUIOTEHHOTO
npepimecTBeHHMKa. Kak yxe yka-
3BIBA/IOCh, IOSIBJICHME MV yCUIIe-
HJe aMMJIOUJOTEHHOCTH MOXKET
ObITb 00YC/IOBIEHO LMPKYIALMEN
BapMAHTOB 0€IKOB C IMOBBILICHHO
obeit TuapodoOHOCTPIO MOTIEKY-
JIBI, HAPYLIEHHBIM COOTHOIIEHMEM
IIOBEPXHOCTHBIX MOJIEKYIAPHBIX
3apsAOB, YTO NMPUBOLUT K HeCTa-
OMNIBHOCTU 6ETKOBOM MOJEKY-
JIBI M CIIOCOOCTBYET ee arperaluu
B aMWIonfHyo ¢ubpuany. 3tu
MeXaHU3MBI OCOOEHHO SIPKO IpO-
CTIeXXMBAIOTCA Ha IpuMepe 6elKoB,
B (QYHKLMIO KOTOPBLIX 3a/0XeHa
HEOOXOAMMOCTDb (PU3MOIOTNYECKO-
ro usMeHenus konpopmannn. Tax,
IPAKTUYECKH BCe allOIMUIIONPOTEN-
HBI, BBIHY>KJIeHHbIE Pa3BOPa4MBaTh
CBOIO BTOPUYHYIO CTPYKTYPY B IIpO-
Ijecce TPaHC/IOKALMM XOJIeCTepUHa

yepe3 CTEHKY COCYAa, YYacTBYIOT
B IATOTeHe3e pPa3NNIHBIX GopM
amunongo3a. Ha mocnegHem sra-
e aMUIOUJOTeHe3a MPOUCXONT
B3aMMOJIeICTBME aMMUIOUILHOTO
6enka ¢ O6eKaMu I/1asMbl KPOBU
U IIMKO30aMMHOTTIMKAHAMY TKa-
Heit. KpoMme cTpyKTypHBIX 0COO€eH-
HOCTell, MMEI0T 3HaYeHUe TaKxKe
busuKo-xMMuIecKme CBOMCTBA
MEXKJIIETOUHOTO MaTpUKCa, THe
MPOUCXOAUT COOPKa aMUIOUTHON
¢ubpuansl. B nmpakTuke aKcrepu-
MEHTA/IBHOTO aMMUJION/{03a XOPOLIO
U3BECTHA CIIOCOOHOCTH CYCIIEH3UU
aMIIOUAHBIX MacC (aMUIOUAYCKO-
psiforas CyOCTaHIA), IOy YeHHOI!
13 TKaHel >XMBOTHBIX, NTOpakeH-
HBIX aMWJIOUJIOM, IIPOBOLIMPOBATD
aMMJION[03 TIPU BBEEHUHU 3[0PO-
BBIM JKMBOTHBIM. B KIMHM4YeCKO
npakTuke y 6onpHpix ATTR-amu-
JIOUTO30M, HECMOTP:I Ha IIpeKpalile-
HUe NUPKYIALNUU IaTONTOTNYeCKOTO
TPaHCTUPETUHA MTOC/Ie TPAHCIIIAH-
TalMM 3[OPOBOI HeYeHU, IIPOJOTI-
YKaeTcsl HapacTaHMe MacChl aMUJIO-
UHBIX JIETIO3UTOB B CepAiLie 3a CUeT
3axBaTa HOPMaJIbHOI'O HeV3MeHEeH-
HOTO TpaHCTUpeTuHa [6]. MHorue
dbopMBI aMUIONL03a MOXKHO 00B-
eMHUTH TaKXKe IO IPU3HAKY BO3-
HMKHOBEHMNA B IIOJKNJIOM U CTap4ec-
koM Bospacte (AL, ATTR, AIAPP,
AApoAl, AFib, ALys, AANF, A-6Ge-
Ta), YTO YKa3bIBaeT Ha Ha/M4Me Me-
XaHM3MOB BO3PAaCTHOI 9BOJIOLNNI
CTPYKTYPbI OIpefie/IeHHBIX 0e/IKOB
B CTOPOHY IIOBBIIICHUs aMUIOULO-
TEHHOCTY ¥ TI03BOJISIET PACCMATPU-
BaTbh aMIJIONJI03 KaK OJJHY 13 MOJie-
JIeNl CTapeHM s OPTaHN3Ma.

Knaccudmkauna amunonposa

O6DbscHeHNe MHOr00Opa3us Kiu-
HUYecKUX ¢GopM aMuUIOU[O3a
Ha/jIM4xeM MHOTOYMCIEHHBIX Cbl-
BOPOTOYHBIX OETKOB-TpEIIecT-
BEHHIUKOB MPUBENO K CO3ZaHNUIO
COBpeMeHHOI Knaccuduranun
aMUION[03a, B OCHOBY KOTOpOII
[OJIOKeH OMOXMMUYECKMIT TUI
6enka-mpeauiecTBeHHMnKa (TabmI.).
Bce Tumsr aMuaon03a 0603HaYa0T
ab6peBMaTypoil, B KOTOPOIl NepBas
6ykBa A O3HauaeT «aMUIOUJO3»,
a IOC/IefyIoLe — COKpallleHHOe
Ha3BaHMe OCHOBHBIX (pubpumIsp-
HBIX 0€/IKOB aMuIonpa: A — aMu-

(Cnewubinyck «AKTyasbHble BONPOCH! Hedponorum»



JIOUIHBIN 6enoK A, L — jterkue nennu
nmMmmyHorno6ynuuos, TTR - Tpanc-
TupeTuH, 6era-2-M - Gera2-Muk-
porno6ynus u ap. C KIMHUYIECKO
TOYKIM 3PEHMS 1je/1ecO0OPasHO BbI-
IOeNnsATh MOKAa/NbHbIE M CUCTEMHBIE,
UM TeHepann3oBaHHble, GOPMBI
amunonpgosa. Cpenu mociefHUX
OCHOBHBIMU cumMTarOT AA-, AL-,
ATTR- u A-6era-2-M-aMuIongo03.

(umnToMbl amunoupa03a noyek

B K/IMHMYeCKOII IPAKTIKe HANOO/Ib-
lee 3HaueHue uMeloT AA- u AL-tu-
IIbl CUCTEMHOTO aMUJION[033, KO-
TOpble IPOTEKAI0T C BOBJIEUEHUEM
B ITaTOIOTMYeCKUI IPOI[eCC MHOTUX
OpraHoOB, OIHAKO Yallje MaHupeCTu-
PYIOT CUMIITOMaMJI MOHOOPTaHHOTO
mopakeHM . B manpHeitnrem pasBu-
BaeTcs, KaK IIPaBIUJIO, CTONb Xapak-
TePHBIN IS 9TUX TUIIOB aMUION-
fo3a HONMMOpGU3M KIMHUYIECKUX
npospneHuit. AA- n AL-amunonzos
Yy My>XK4YMH OTMevaloT B 1,8 pasa 4a-
1ie, 9eM y SKeHIMH. J]74 BTOpr4HO-
ro aMMJION[03a XapaKTepHo Ooree
paHHee HavasIo, YeM /I IepBUYIHO-
ro (cpesHuit BO3pacT 3a00/EBIINX —
0K0J10 40 1 65 7IeT COOTBETCTBEHHO).
Cpenu MHOTOYMCIEHHBIX KIMHU-
yecKux mposaBneHuit AA- n AL-
aMMJIONJI03a Hapsy € OOLIVIMM /s
000X TUIIOB CUMIITOMaMU CYILeCT-
BYIOT XapaKTepHble Tuib Ansg AL-
THUIIA IPU3HAKM (IepropOuTanbHbIe
reMopparuy, MaKpoIJTocChs, I0-
pakenne Koxxu u ap.) [7-9]. Kpome
TOTO, KAMHUYECKNE MPOABIEHN,
HaIOMMHAOIIMe TPU3HAKYU IIep-
BMYHOTO aMUIOUJ032, BO3MOKHBI
npu ATTR- u A-6era-2-M-ammnon-
fo3se (CMHAPOM 3aMsACTHOTO KaHasma
u ap.).

ITopaxenne moyek — BemyIUit
KIMHUYecKui npusHak AA- u AL-
ammnongosa. [Ipu AA-amunonznose
MTOYK! BOBJIEYEHDI B MATONOTMYEC-
KUt TIpoIecc MPaKTUIecKN y BCex
60npHbIX, Ipu AL-Tume wacrora
HepomaTuy Tak)Xe BBICOKA U IIPU-
6mkaercs x 80%. [Toparkenue mo-
vek HabmopatoT n npu ATTR-amu-
JION[03€e, OfHAKO Y OONbUINHCTBA
60NbHBIX CEMENHOI aMUIOUIHO
HeBpoOTaTueil 0TMeYaloT HeCcooT-
BETCTBUE MEXAY KIMHUIECKUMU
un MOpOIOrnYecKMMm Npu3HaKa-
MI HapyUIeHNIT TOYeK.

NHHOBALM B HEQPONOFiAY

Tabnuya. Knaccudpuxayus amunoudosa

benok amunonga ‘

Be}lox—npenmecn;e]muk

Knnanyeckas ¢popma aMmumonsosa

CucmemHblil amunoudos

Vipnomarmdeckuit aMuI0uz103
Jlerkue nenu
Muenioma u apyrue B-remo6macTosst
AL UMMyHOr106ymmHoB Kamma (I), .
v (VD) JIoKabHBIi aMUIOUI03 PA3HBIX OPTAHOB
(Tpaxe0OpOHXMA/IBHBII U fiP.)
PeakTuBHBII (BTOPUYHBIII) TPK
XPOHMYECKUX BOCHATNUTETbHBIX
3a00JIeBaHIAX, B TOM YUCTIe
AA SAA (1.1;1.4) L
HePIOANYECKOIT OONE3HN 1 IPYTUX
ayTOBOCIIA/INTETbHBIX CEMEITHBIX
MXOpasiKax
CeMelHpII aMUIOUTIO3,
MPENMYIEeCTBEHHO
Tpancrupernn (6onee 80 benmy ;
T S MOIMHEBPONATIYECKII N
ATTR XMy > KapAUONIaTIYeCKIIL
Ipy cTapyeckoit popme — 3 "
) CucTeMHBIN CTapyecKMii aMUION7I03
HOpPMaJIbHbIJ TPAHCTUPETIH) =
JIokanpHBI AMUTION]I03 CTEKIOBUHOTO
Tema
CeMeitHasg aMUIONHAS HEBPOIATUA
AADOAI AmnonunonporenH Al (Bcero C IOpa’keHueM IoYeK
P 13 MyTaHTHBIX BAPUAHTOB) AMUTIONTI03 aATEPOCKIEPOTUIECKUX
Osiex
A-6era-2-M Bera-2-MUKpOrnI06yIMH JvianusHpli aMUIOU03
JlokanvHuiil amunoudos
IIpencepnublit . 7
AANF s V3onupoBaHHbII aMUION/03 IPeCepAni
HaTpuUitypeTudecknii hpakTop
bonesHp Anblreiimepa
Cunppom layna
A-beta BeTta-6emok Apom Jlay
HacnencTBenHbIe KDOBOM3INAHNA B MO3T
C AMMJIOM/I030M TONITAH/ICKOTO THUIIA
VI3onmpoBaHHBIN aMUION[[03 B OCTPOBKAX
AIAPP AmMunux JlaHTepraHca py caXapHOM AyabeTre
2 TUna, MUHCYIMHOME

Amunoun npu AA-

u AL-Ttumax pumit:

npoTenHypudeckas, Hedpo-

aMUIONJ03a JIOKA/IM3YeTCA Ipe-
UMYIIeCTBEHHO B KIyOOUYKaX, Of-
Hako y 10% OOIbHBIX IEePBUYHBIM
aMUTIOKU/I030M U y 3HAYMUTENIbHON
4acTy OONbHBIX HaCIe[CTBEHHOI
HEBPOIATHEN OTMEYAIOT TONIBKO OT-
JIOKeHM s BHEe KITYOOYKOB. AMUIIO-
UJ, OTK/IA/IbIBAETCA TAK)XKe B JPYTUX
HOYeYHBIX CTPYKTypax: B 6asanb-
HOJl MeMOpaHe KaHanblieB (mpe-
UMYILECTBEHHO NVICTA/IbHBIX U TIET-
nu TeHste), MHTEPCTULMY, CTEHKAX
COCYJIOB.

Knnundeckn amunongHas Hedpo-
maTus MaHUQeCTUpyeT, KaK paBu-
710, U30JIMPOBAHHO IIPOTENHYpUEN
U XapaKTepU3yeTcs HEYKIOHHO
OPOTPECCUPYIOIIMM TeYeHUEM
C MOC/Ief0BATENbHON CMEHON CTa-

JOdeKTUBHaA apmakoTepanus. Yponorua 1 Hedponorua. Hoabpb. 2012

tudeckas, XIITH. Tompkxo y 20%
60nbpHbIX AA-amunonmosom XITH
pasBuBaercs 6e3 MpejlIeCTBYIO-
1ero HepOTUUIECKOTO CUHPOMA.
ITpu AL-amunonpose CTaguitHOCTDb
TeYeHNsI aMUION/THON HedpomaTun
MPOSIB/ISAETCS MeHee OTYETINBO [9].
K ocobeHHOCTAM aMMION03a IIO-
YeK OTHOCAT PeAKOCTb TeMaTypun
U TEMKOUNUTYPUM («CKYSHBII» MO-
4eBOIi 0CaJI0K), a TAK)Ke apTepuasb-
HOJI TMIIEPTOHUM, KOTOPYIO Haxke
npu XITH ormewaror mumb y 20%
60/1bHBIX AA-aMUTIOUTO30M U elle
pexe npu AL-amunonpose. He-
dbpoTudecKnit CMHAPOM U OOJIbILIE
pa3Mepsl MOYeK COXPAHSIOTCS FaKe
IpU PasBUTUM U IIPOrpeccupoBa-
Hun XITH.



HHOBALM B HEGpOnorum

BenuunHa IpoTeMHYpUU He KOppe-
JIMPYeET C BBIPAXKEHHOCTHIO aMIJIO-
UIHBIX OTIOKEHUN B MOYKax (IIpn
IpPEeNMYILIeCTBEHHO COCYRUCTOM
[Opa)keHMM HPOTENHYPUS MOXKET
6bITh MMHMMAJIbHON) U 3aBUCUT
OT CTeNeHU [JeCTPYKLMU MOJOLN-
TOB. MaKCUManbHYIO IOTEpIo bes-
Ka OOHapy>XMUBAIOT Yepe3 y4acTKU
6a3anbHOIl MeMOpaHBI, KOTOpbIE
MPONUTAHBI AMUIOU/IOM U JINIIEHBI
SIUTENNATBHOTO TIOKPHITH.
AMunnonno3s movex y 6OIbUIMHCTBA
GONBHBIX IMATHOCTUPYIOT HA CTa-
nuu HeppOTMUECKOTO CHHpPOMA,
y 33% — Ha crapuu XIIH. B pegkux
cly4yasx aMMIouMpHas Hedpoma-
TUSL MOXKET IIPOSIBIATHCS OCTPOHE-
(GpOTUYECKMM CUHIPOMOM U MaK-
poremarypueit. OnmcaHsl Takxe
curgpom PaHKOHM U TPOM6O3 1T0-
YEUHBIX BEH.

ITopaskeH1e cepflla OTMEYAIOT Y I10-
JABISOLIEr0 OONbIIMHCTBA 6O/Ib-
HBIX AL-ammnonpgosom u y yactu
manueHToB ¢ ATTR-amunonmosom,
B TO BpeMs Kak Jns AA-aMumio-
MZ03a 9TOT CUMIITOM HE Xapak-
TepeH. B pesynbprare 3amenuieHus
MUOKap/a aMUIONTHBIMU MaccaMu
pa3BUBaEeTCs PeCTPUKTUBHAS Kap-
nuomuonatus [10]. Knunuaeckn
OIIPEeMeNAI0T KapMOMETaanio, pa-
HO pa3BUBAETCs CepedHast Helo-
CTaTOYHOCTD (y 22% OOIBHBIX yxKe
B fie610Te 60Me3Hn), KoTopas ObIC-
Tpo nporpeccupyer u mo4drtu y 50%
HalJEeHTOB, HapAAy ¢ apUTMUAMI,
6b1BaeT nmpuunHoit cmepTu. Oco-
6GEHHOCTHIO CEPIETHO HEJOCTATOY-
HOCTY IIPY TIEPBUYHOM aMUTIOU/[03€
CITYXXUT ee pepaKTepPHOCTD K Tepa-
UYL, B IIEPBYIO OUepenb CepreIHbI-
MU TuKosumamu [11].

HapyueHus putMa u IpoBOJUMOC-
i npu AL-amMniongose MHOT006-

[leyeHne remoanaduIbTpaLeli B pexiame
online (pacTBOp CBEPXUMCTOrO Anani3aTa
FOTOBUTCA HENOCPeZCTBEHHO B annapare
114 TeMoAnanv3a) no3sonaer 4ouTbCA

CHUXKEHNA NMOCTANANN3HOTO YPOBHA

beTa-2-MukpornobynuHa (Ha 70% v bonee).
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pasHBI: MeplaTelbHas apUTMUA,
HaJ>Ke/IyLO4yKoBasl TaXWKappusi,
CUHJIPOM IIPEX]IeBPEMEHHOTO BO3-
Oy XXIeHWsI XKeNTYLOYKOB, pasiand-
Hble G/I0Kajibl M CUHJPOM Crabo-
CTU CHHYCOBOTO y31a. Bemencraue
OTJIOKEHU S aMIIONJa B KOPOHap-
HBIX apTepusX BO3MOXXHO pasBU-
Tie MHpapKTa MMOKapHa, oOHa-
py’XuBaeMoro Ha ayromncun y 6%
60/MbHBIX. AMUTONUTHDBIE OTIOXKE-
HIA B KJIAMAHHBIX CTPYKTYpax Cu-
MYIUPYIOT KapTUHY KJIAIIaHHOTO
nopoka. OCHOBHBIM NIPU3HAKOM
aMIION/I03a Ceplia Ha 9JIeKTpPo-
KappuorpamMe ObIBaeT CHIDKEHIE
BOJIbTa)ka 3y6110B Komiekca QRS.
Onucan nHGAPKTOMOLOOHBIT THUII
aneKTpoKapguorpamMmmsl. Hamnbomnee
aJleKBaTHBIM METOMOM IMaTHOC-
TUKJ aMMUJIOUIHOM KapAMOMIOMa-
TUM CYUTAIOT dXOKappuorpaduio,
C IOMOUIBI0 KOTOPOJ MOXXHO JMa-
THOCTMPOBATh CUMMETPUYHOE
yTOJIIeHMe CTEHOK J>KeTyJOuKOB,
AVIAaTalMIo MpeficepAuil, HapyIie-
HUS TeMOJHAMVKI.

Cepbe3HBIM NAaTONOTMYECKUM
npusHakoM npu AL-amunonupose
CITY>)KUT OPTOCTaTMYecKass apTepu-
ajbHasA TUIIOTOHMA, KOTOPYIO Ha-
6mofatoT y 11% 60MbHBIX B MOMEHT
MOCTaHOBKM Auar€osa. OO6bIYHO
3TOT CUMIITOM CBsI3aH C aBTOHOM-
HOI fucdyHKImeil (mopakeHne Be-
reTaTMBHON HEPBHOI CUCTEMBI) U B
TSDKEIBIX CITy4asX CONPOBOXK/AET-
Csl CMHKOIIAJIBHBIMU COCTOSTHUSIMML.
ApTtepuanbHas TUIOTOHUS ObIBaeT
TaKXXe y OOMbHBIX AA-aMUIOUA0-
30M, HO B 9TOM C/Ty4ae ee IPUIIHON
CITY)KIT HafTIO9eYHNKOBA A HEJOCTa-
TOYHOCTDb BCJ/I€[ICTBIE OTIOXKEHS
aMMIOUa B Ha[IIOYeYHuKax [3].
ITopaxeHMe AbIXaTeTbHOI CUCTEMBI
BO3HMKAeT IPYU NEePBUYHOM aMIU-
noupgose npuMepHo y 50% 60mb-
HBIX, a Ipy BTOpUYHOM — Yy 10-14%.
B 60/bIINMHCTBE CIy4aeB OHO IIPO-
TeKaeT 6€CCUMIITOMHO VIV CO CKY/I-
HOM KJIMHUYECKO CUMITOMATUKO
[12]. Tpn AL-amunonnose ofHUM
U3 paHHUX IPU3HAKOB 6OIE3HM MO-
JKeT OBITh OXPUIIIOCTD MJIU M3Me-
HeHMe TeMOpa rojoca BCIefCTBUE
OT/IOXKEHMSI aMUJION/]A B TOTTOCOBBIX
CBA3KAaX, OIIEPEXKAOMIETO €r0 MOAB-
JIeHVE B IUCTA/IbHBIX OT/Ie/IaX IbIXa-
TEeJIbHBIX Iy Tell. B erkux ammnons

OTKJIaZbIBAETCA IPEeMMYIeCTBEeH-
HO B aJIbBEOJISIPHBIX IIEPErOpPOfKax
(4TO MPUBOAUT K Pa3BUTHIO Kall-
JISL M OfBILIKM) M CTEHKAaX COCYHOB.
OmnucaHbl TaK)Ke aTeleKTas3bl U MH-
¢unprpars! B 1erkux. PeHtrexosno-
rdyeckasi KapTHa He crienuduyHa,
CMepTb OT IPOTrpeccUpyolell Abl-
XaTeTbHOM HEJOCTATOYHOCTU Ha-
crynaer pegko [13].

ITopaxeHUe OpraHOB HMIIeBape-
HIS HAOTIOAT IPY aMUION03e
B 70% ciy4aeB, Ipu4eM y OONbHBIX
¢ AL- u AA-Tunmamu aMmuaoumosa
4acTOTa MOPAXKEHU S TeX M/IU UHBIX
otpenos JKKT pasnuuna [3]. ¥ 25%
6OMBHBIX TIEPBUYHBIM AMUTIOUTO-
30M OTMEYAIOT aMMJIONJHOE Topa-
JKeHIVe NMUIIEeBOJa, IPOsABIsIoIIee-
Csl IpeUMYIIeCTBEHHO ucdarmneri,
KOTOpasi MOXeT OBITb OJHUM U3
PaHHUX CUMIITOMOB 3a00/I€BaHMsI.
O mopa>keHUM >KenyfKa U Kuued-
HJMKa MOTYT CBUIETENbCTBOBATD
U3DBA3BIEHU U Hepdopannym ux
CTEHOK C BO3MOXXHBIM KpOBOTeUe-
HIEM, a TaK)Xe IIpenmiopuyeckas
HEIIPOXOAVMMOCTD >KeNyAKa WIN
MeXaHU4YecKas KMIIeYHas Helpo-
XOJUMOCTD U3-32 OT/IOXKEHWST aMU-
JIOMIHBIX MacC. Y OONMBHBIX C Hpe-
UMYIIeCTBEHHBIM HOpa)XeHUeM
TOJCTOM KMUIIKM BO3MOXXHO IIOSIB-
JIeHUEe KJIMHUYECKUX CUMIITOMOB,
UMUTUPYIOMNX A3BEHHBIN KOMNT.
Hanbornee qacTbiM >KeTyLO4HO-KI-
LIeYHbIM IposBaeHneM AL-amMuo-
1033, OTMeYaeMbIM IO4YTH y 25%
MalMeHTOB, ObIBAaeT TsAXKeNIas MO-
TOpHas AMapest C BTOPUYHBIM Hapy-
IIIeHeM BCacbIBaHMsA. BO3MOXXHOI
NIPUYNHON TAXKENON AMapeu Mpu
9TOM, HapsAAy ¢ MHPUIbTpaLmen
KUIIEYHOW CTEHKMU, U B TOM YUCTIE
BOPCUH, aMUIOUJOM, ¥ OOIBHBIX
AL-aMMU/IONA030M CIy>XUT aBTO-
HOMHas (BereTaTuBHasA) JUCHYHK-
nuA. VICTUHHBI CHHPOM Hapy-
IIEHHOTO BCACBIBAHN S Pa3BUBAETCS
NpuOIN3NTEIBHO Y 4-5% OOIBHBIX.
IIpn AA-amMunonpose 3T CUMI-
TOMBI MHOT[A TaK>X€e BO3MOXHBI,
B TOM YUCJie KaK eIMHCTBEHHOE
KIMHUYeCKOe MPOsBIeHMEe aMIUJIO-
umo3a.

[Topaxenne neuenu npu AA- u AL-
aMIIon03€e HaOMIO[AIT IPAKTH-
yecku B 100% cmydaes, npu 3TOM
OOBIYHO OTMEYalT HeOONAbLIOE

(Cnewubinyck «AKTyasbHble BONPOCH! Hedponorum»



yBeIM4eHMe TIeYeHy U 3—4-KpaTHoe
NOBBIIIEHME AaKTUBHOCTM TaMMa-
IIyTaMMUITPAHCIENTHUAA3hl U 1Ie-
nouHoit Gpocdaraser [14]. YBenmue-
HUIO [IeYeHY OOBIYHO CONYTCTBYET
HeOO/IbIIIOe YBeIMYeHE CeTe3eHK .
Tsxenoe mopakeHue Me4eHn C BbI-
Pa’XeHHOII TerraToMeTajineil u pas-
BEPHYTBIMM MPU3HAKAMHU TAXKETOTO
XO/IecTas3a OTMeYaeTCsl 3HaYMTeIbHO
pexe (y 15-25% 60nbHBIX) 1 601ee
XapakTepHO A AL-amuionjosa.
HecmoTps Ha BrIpaKeHHYIO I'elaro-
Merajnnio, QyHKI ITedeHn 0ObIYHO
0OCTaeTcs COXpaHHOU. Pegkum mpu-
3HAKOM aMIJION/[03a MedeH ObIBa-
eT BHYTpUIIeYeHOYHas IopTanbHasA
TUIIEPTEH3MS, KOTOpas 4Yallle coye-
TAaeTCA C BBIPAXKEHHOI JKENTYXOI,
X0J/IeCTa30M, MeYeHOYHON Hemo-
CTaTOYHOCTBIO U CBUJI€TENIbCTBYET
0 [lajleKo 3aulefillieM MOpakeHU!
IeYeHU C PUCKOM MHUIIEBOJHOTO
KpPOBOTEUYEeHNsI, IeYeHOYHOM KOMBL.
IIpy HEKOTOPBIX BapMaHTaX CeMeil-
Horo ALys-ammionjosa onmucaHbl
TsKeNble CIIOHTaHHbIE BHYTpUII€Ye-
HOYHbIe KpoBoTeueHus [15]. Peknum
NpOsIBJIEHNEM aMUJION03a Ce/le3eH-
K11 ObIBaeT ee CIIOHTAHHBIIT pa3pbIB.
ITopa’keHue HepBHOI CHUCTEMBI,
npeAcTaBAeHHOe CUMITOMaMI Iie-
pudepnyeckoit HeBpOIATUY U Bere-
TaTUBHOM JUCPYHKLNIM, OTMEYAIOT
y 17% 6onpHBIX AL-aMunonsozom
7 Y MaIIMEHTOB C CEMENHON aMUJIO-
MJJHOJ HeBpOIaTMeEN pa3HbIX TUIIOB
(ATTR, AApoAl u gp.). Knunnuec-
Kas KapTUHA HeBPOIIATUN IIPU BCeX
TUIIAX aMMUIONA03a IPAKTUYECKNU
OJIVIHAKOBA, IIOCKOIbKY 00YCIOBIIE-
Ha CXOJHBIMM IIpOLIeCCAMMU: B IIEP-
BYIO O4epe[ib, leTeHepalyeit Muenn-
HOBOJI 0060/I04KY HEPBOB, a TaKXe
KOMIIpeccleil HepBHBIX CTBOJIOB OT-
JIOXKeHUAMY aMIWIONAA U MlIeMueit
B pesynbTaTe aMUTOU/IHBIX JIeTIO3M-
TOB B CTEHKaX COCYZ0B [3].

B 6onpmyHCTBE ClIydYaeB BO3HMU-
KaeT CUMMeTpUYHAs JUCTalbHASA
HeBpONIATNA C HEYK/JIOHHBIM IIPO-
rpeccupoBanuem. B gebrore mopa-
JKeHVIsI HEPBHOIT CHCTeMbI Habmozja-
10T, T/IABHBIM 00Pa3oM, CEHCOpHBbIe
HapyIHeHI/[}I, B nepByfo odepenb
6071eBOIT ¥ TEMIIEPATyPHOIT YyBCT-
BUTE/IbHOCTH, 1103>Ke IPUCOENHA-
I0TCS1 HapyLIeHMsT BUOPAIMOHHOI
1 HO3MIJMOHHOM YyBCTBUTENBHOC-

TU, ABMUTATe/IbHbIe HapyIIEHMNA.
PaHHUMU CUMITOMaMy HEBpOIA-
TUM OBIBAIOT MApecTe3Uy MU MY-
YyTeNIbHBbIE AU3ecTe3un (4yBCTBO
oHeMmeHnus). HukHme KOHEYHOCTHI
BOBJIEKAIOTCS B TATONOTMYECKMIT
[pOoLjecC Yalile, 4eM BepXHIe.
ABTOHOMHBIe [UCHYHKIIUU 9aCTO
MaHN(PeCTUPYIOT OPTOCTATUYECKO
apTepuanbHOI TUIOTOHMEN (CM.
BbIIIIe), MIHOT/{a C 0OMOPOYHBIMM CO-
CTOSIHUSIMMY, BMapeeli, HapylueHueM
(YHKIMU MOYEBOTO ITY3bIPSI, UMIIO-
TEHL[Mel Y MY>KIMH.

Y 20% 60nbHbIX AL-aMunonmo3om
1y OOIBLIMHCTBA MAIVIEHTOB C aMI-
N0U1030M Ha (hOHE POBETEH NS Te-
MOJiManu3a BeIsB/IAIOT CUHPOM 3a-
IICTHOTO KaHajIa, 00yC/IOBIeHHBII
CHaBlIeHNEM CpPeJVHHOrO0 HepBa
B 3aIICTHOM KaHajle aMUJIOUIOM,
OTK/IaIBIBAIOLIMMCS B CBsI3KaX 3a-
nacTba (2, 8, 9]. Knunudecku ator
CUHJIPOM HPOSIB/ISIETCSI MHTEHCUB-
HBIMU 6O/IIMI U TapecTessaMu B [-
IIT manpax KMCTU C IIOCTEIIEHHON
arpodueit mpiun TeHapa. K oco-
6EHHOCTAM CUHJIpOMa 3aIsICTHOTO
KaHaJIa Ipy JUaTN3HOM aMUJIOU/IO-
3€ OTHOCAT ero IperMYyIeCTBeHHOe
PpasBUTMe Ha TOJL pyKe, Ifie chopMu-
poBaHa ¢ucTya, a TaKXKe yCUIeHe
6oreit BO BpeMs IpoOLefypbl IeMo-
AManu3a, BO3MOXKHO, B pe3y/braTe
pasButus peHomMeHa oOKpajabIiBa-
HUsT, MHAYLMPOBAHHOTO QUCTYJION,
YTO MPUBOJUT K UIIEMUN CPEVH-
HOTO HepBa.

[MopaskeH1e KOXK1 HAOMIOJAIOT 1104~
™ y 40% OGONBHBIX HMEPBUYIHBIM
aMuaou#o3oM. [Ind Hero xapak-
TEPHO pasHooOpasne MpOsBIECHNII,
Haubomee 4acTHIMM M3 KOTOPBIX
ObIBAIOT MTapaopbUTaNIbHbIE FeMOp-
parunu (TaTOrHOMOHMYHBI [isi AL-
aMMJION/1032a), BO3HUKAOLINE IPU
MajeitieM HanpspokeHnu. Omuca-
HBI TaKyXe TaIy/Ibl, OJAIIKY, y3e-
KM, Ty3BIPbKOBBIE BBICHIIIAHMA.
Hepenko HabI0gal0T NHAYPALNIO
KO>XI1, aHAJIOTMYHY 0 CKJIEPOfiepMU-
4ecKoil. PefkuM BapuaHTOM IOpa-
JKeHMs1 Koxu npu AL-amunonsose
CIIyXKaT HapylIeHUs NUIMeHTalun
(OT BBIpa)KEHHOTO YCUJIEHUS 1O TO-
Ta/JILHOTO a/IbOMHM3Ma), a/loNeL s,
TpouUecKMe HapyLIEeH V.
[Topa>keHue OMOPHO-/IBUTATEIBHO-
ro amIapara XxapakTepHo /I aru-
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(C TOYKM 3peHmA NpodUAaKTUKIA

W NEYeHNA Aanin3Horo aMmiionaosd
NPEANOYTATENIbHBIM METOAOM reMOanin3d

ABNACTCA BbICOKOIDDEKTUBHaA

remoauauUIbTpaLna B pexxime online
C MCNOMb30BAHMEM CUHTETUUECKUX MeMOpaH
M CKOPOCTBIO N0AAUN 3aMeLLAIoLLEro

pacTBopa He MeHee 100 M1/MuH.

€HTOB C JUa/NN3HBIM aMMUIOUI030M
u penko (B 5-10% cnydaes) BO3HU-
KaeT y 60nbHBIX AL-aMutonsosom
(nckmoYas KOCTHBIE M3MEHEeHUsA
npu MuenomMHoi 6omesun). Ilpn
3TOM XapaKTep TKaHEeBOTO OTJIOXe-
HUA aMMIOUJA CXOJeH Ipy 060ux
3TUX TUIAX aMMJIOMJI03a: AMMUJIO-
npn OTKaagbIlBaeTCA B KOCTAX, CyC—
TaBHOM Xpslle, CHHOBUM, CBA3KAX
u Mbiax [16, 17].

[Ipn fuanus3HOM aMMIOMJ03€ HaV-
6oee 4acTO OTMeYalOT TpUAZY
IPU3HAKOB — IIJIeYe-T0NaTOYHBII
HepuapTpuUT, CUHAPOM 3aIACTHOTO
KaHaja ¥ HOpakeHue CYXOXMIIb-
HBIX BIarajauin crubarenein KUCTu,
NpUBOAsIee K pa3BUTUIO cruba-
TeJIbHBIX KOHTPAaKTyp IIajnblieB.
KpoMe HUX, XapaKTepHO pa3BUTHUE
KJMCTO3HOT'O IIOPa>KeHU A KOCTeI 13-
3a OTJIOXKEHUA aMuaouga. Tunmy-
HBI aMUIOM/IHbIE KUCTHI B KOCTSIX
3aIIACTbA M TOJTOBKAaX pr6‘{aTbIX
kocteit. Co BpeMeHeM 3TH OTIIOXKe-
HUA yBeIMYMBAIOTCA B pa3Mepax,
CTaHOBACH IPUYNMHOIN HaTONOTN-
YeCKUX IePeIOMOB.

YacThIM NPM3HAKOM AMANTM3HOTO
aMMIongosa ObIBaeT TakKxXKe fe-
CTPYKTMBHAsI CIIOHAMIOAPTPOIIA-
TUS B pe3y/nbTaTe aMVJIOUJHOTO
HOPaXKeHN A MEXKITO3BOHKOBBIX JIVIC-
KOB, IPEUMYILECTBEHHO B LICITHOM
OTJie/Ie TO3BOHOYHIIKA.
AMUIOUTHDBIE OTJIOKEHVA B MBIII-
LjaX Yalile Ha6/II0al0T MpY IePBUY-
HOM amunoupose. OHM IPOABIA-
I0TCA IceBorunepTpodueit umn
aTpodueil MBI, 3aTPY/HAIONIN-
MU IBVDKEHUA, MBIIICYHBIMU 6OJIA-
Mu. Makporiaoccusi, 00ycnoBieH-
Hasl BBIPa>KeHHOI MHUIbTpaLueit
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MauweHTol, kotopbie nonyyani [0 ONLINE
C 00BEMOM 3aMELLEHIA He MeHee 241
3a 4 yaca npoueaypbl, UMenn JoCTOBEpHO

bonee cywlectBeHHoe (Ha 72,7%)
CHUPKEHVE CbIBOPOTOUHOTO YPOBHA

beTa-2-MukpornobynuHa
N0 CPABHEHMIO C NaLMeHTaMI,

NOYYABLUMMU CTaHAAPTHbIN remoauani3
Ha HU3KONOTOYHbIX MembpaHax (Ha 49,7%).

MBI} aMUIOUOM, — 3TO ITATOTHO-
MOHMYHBIN cuMmnToM AL-amunon-
1033, KOTOPBIN BCTpedYaeTcs Ipu-
MepHO y 20% IauueHTOB U HEPEJKO
codeTaeTcs ¢ IceBgorunepTpodueit
APYTUX I'PYII IONEPeYHO-II0I0-
caroii MyCKynaTypbl. B Tsxenpix
C/Iy4asgxX MaKpPOITIOCCKS He TONBKO
3aTPyAHAET HpUeM HUINU ¥ pedb,
HO U IPUBOJUT K OOCTPYKLIMM IbI-
xartenbHbIX myTeit [3]. [Ipn AA-amu-
JION/I03€ OHA He Pa3BMBAETCS.
Cpeny Ipyrux opraHHbBIX ITOpaKe-
HUII TIpY aMUJIONUJI03€ M3BECTHBI
IOpa’keHue UIMTOBULHONM JKeJes3bl
C PasBUTHEM KIMHMYECKON KapTu-
HbI runotupeosa (AL-amunonpos),
Ha/IIIOYEeYHNKOB C TOABIEHUEM
CUMIITOMOB MX HEJOCTaTOYHOCTH!
(vame nmpn AA-amMuaongose), K-
30KPUHHBIX JXKeJle3, NpUBOJAllee
K BO3HUKHOBEHUIO CYXOrO CUHJ-
poma, nuMmdangeHonaTua. Pegkum
HNpOsABAEHNEM, ONMCAHHBIM Ipu
AL- n ATTR- amunongose, 6biBaeT
Iopa’keHue I71as.

IlnarHocTuka amunonposa

IIpepmonmaraeMblit Ha OCHOBAHUMU
KJIVMHUYECKUX ¥ abOPaTOPHBIX
JAHHBIX aMMJIONJ03 He0OXOZMMO
HOATBEPAUTH MOpdomornueckn 06-
Hapy>XeHUeM aMIIONJa B OMomnTa-
TaxX TKaHel.

ITpu nogospenunu Ha AL-tumn amu-
JIOU03a PEKOMEHJYIOT IIPOU3BO-
OUTH MYyHKIWIO KOCTHOTO MO3ra.
ITopcuer nmasMaTu4eCKUX KIETOK
U OKpacKa IyHKTaTa Ha aMUJIOUJ
MO3BONAIT HE TONbBKO JMATHOC-
TUPOBAThb aMIJIOUMIO3, HO U fud-

(dbepeHUMPOBATH MTEPBUYHBIN U ac-
COLMMPOBAHHBINI C MMUEIOMOIL
BapuaHThl AL-amunonposa. Ilono-
JKMTENbHBIN Pe3yIbTaT MCCIeloBa-
HIA KOCTHOTO MO3Ta Ha aMMJIONUJ
orMevaloT y 60% 60nbHBIX AL-aMu-
JIOUT030M.

ITpocroit 1 6€30IacHON JUATHOCTH-
4eCKO1 Tpolleflypoit CUMTAIOT ACINU-
PALOHHYIO OMOICKUIO IORKOXHOI!
SKMPOBOJI KJIETYATKY, TP KOTOPOIL
BBIABNIAIOT amMmytons; B 80% cinydaes
AL-amnnonposa. K npeumymecrt-
BaM 9TOI IIPOLEAYPHI, KpoMe MH-
$hOpMaTUBHOCTHU, OTHOCAT TaKXKe
PeAKOCTb pa3BUTU KPOBOTEUEHMT],
YTO II03BOJIAET MCHIOIb30BATh 3TOT
MeToj; Y 60/IbHBIX C HapyILIeHUAMNU
CBepTBIBaHMI KPOBU (OOIBHBIE ITEP-
BUYHBIM aMUIOUJ030M HEpegKo
umewrt geduuut X paxropa csep-
TbIBAaHWA, IIPY KOTOPOM MOTYT pas-
BUTBCS reMopparun [8]).

Haubonee 4acTo mist [MarHoCTUKN
Pa3HBIX TUIIOB aMUIOUJ03a IIPOBO-
IAT OMOIICHIO C/IU3YCTON 000I0OYKM
OpAMON KUIIKY, ITOYKMU, TEIeHN.
brorcus cnmsnucToro u MopCcImsamnc-
TOTO CJIOeB NPAMON KMIIKM I03-
BOJIAET BbIABUTD ammnong y 70%
6ONBHBIX, @ OUOICKSI TIOUKY — ITPAK-
tndecku B 100% cnydaes. Y manu-
€HTOB C CHHJJPOMOM 3aIACTHOTO
KaHaJa NCCTIeJOBAHNIO Ha aMUTIONUT
HeoOXOAMMO IOABEepraTh TKaHb,
YAQIEHHYIO IIPU OIepaluy TeKOM-
IIpeccun 3alsACTHOTO KaHaJa.
buoncuiinpiit Mmarepuan pas Bbl-
ABJIEHUA aMMUAOUga HeoOXOmM-
MO OKpallXBaTb KOHTO KPacHBIM
C IOCHeAyIomel MUKPOCKOIMEN
B TONAPN30BAaHHOM CBETE M BHI-
SIBJIEHMSI CIIOCOOHOCTH K [IBOTHOMY
nydenpenomnennio. CoBpeMeHHas
Mopdonornyeckas KUMATHOCTHKA
aMMION703a BK/II0YaeT He TONbKO
obHapy»xeHNe, HO ¥ TUIIMPOBaHIEe
aMUIONAA, TTOCKONbKY TUI aMMU-
JIONJja OTpefenseT TepameBTIIec-
Ky TaKTuKy. J71a TUNMpOBaHUA
YacTO HPUMEHSIOT Npoby ¢ mep-
MaHraHatom Kanus. Ilpu o6pabor-
Ke OKpallleHHbIX KOHI'O KPaCHBIM
npenapaToB 5%-HbBIM pacTBOPOM
IepMaHraHata Kannusa AA-Tum amu-
7ouia TepsAeT OKPACKy M yTpadn-
BaeT CBOJICTBO JBOJHOIO JydYe-
npeoMIeHNs, Torfga Kak AL-tun
aMmIonja coxpaHAer nx. Vcmons-

30BaHMe IIeJIOYHOTO TyaHUJUHA
no3Bossiet 6omee TOUHO AU depeH-
uuposatb AA- n AL-amunonzos.
Hanb6onee spdexTnBHBIM MeTOLOM
TUNVPOBAHMS aMIJIOUAA CITYXKUT
MMMYHOTUCTOXMMUYECKOE VCCTIe-
IOBaHMe C IPUMeEHEHNEeM aHTVChI-
BOPOTOK K OCHOBHBIM TUIIAM aMU-
noupHoro Genka (cnenuduyeckue
aHTHUTeNna NpoTuB AA-6enka, jer-
KUX Ilelell MMMYHOITOOYINHOB,
TpaHCTUpeTHHA U OeTa-2-MUK-
pornobynuna) (3, 18].

JleueHue amunonposa

CornacHo cOBpeMeHHBIM Ipef-
CTaBJIEHMSIM, IIe/IbI0 TePAIUM JII0-
60ro THUIIa aMMION032 SIBIAETCS
yMeHbIlIeHe KOJIM4ecTsa (Mnn, ec-
71 BO3MOXXHO, y/jajieHne) 0enKoB-
[peALIeCTBEHHUKOB /ISl TOTO, Y4TO-
ObI 3aMeJINTD VM/IU IPUOCTAHOBUTD
nporpeccupoBaHue 6onesuu. He-
67IarONpUATHBIN IPOTHO3 IPU €C-
TEeCTBEHHOM TeYeHNV aMIION03a
OIlpaBJibIBaeT pYMEHEHe HeKOTO-
PBIX arpecCUBHBIX JIEKaPCTBEHHBIX
PeXXMMOB WIN JPYTUX pajuKaib-
HbIX Mep. KnnHuveckoe ymydure-
HIe, JJOCTUTaeMoe C IIOMOIIbIO
9TUX BUNOB JIe4eHMUs, BKIIOYAET
CTabUIN3ALNIO UIU BOCCTAHOBIIE-
Hye QYyHKLMY XM3HEHHO Ba>KHbBIX
OpraHOB, a TAK)Xe IpefoTBpalleHe
(YHKIIMOHAIPHBIX HAPYILIEHNIT, 4TO
yBEIMYNBAET HPOLO/DKUTEIBHOCTD
Kn3Hu 60mpHBIX. Mopdomornyec-
KUM KpurepueM 3¢ @eKTUBHOCTU
JIe4eHM A CYUTAIOT YMEHbIIEHNe OT-
JIO>KEH U aMumjionga B TKaHAX, 4YTO
B HacToslllee BpeMs MOXHO Olle-
HUTD, IPUMEHs PaillON30TONHYIO
CHMHTUTPAUIO C CBIBOPOTOYHBIM
P-xomnonentom amunonga. Kpome
OCHOBHBIX TepPaleBTIYECKNX PeXU-
MOB, JIe4eHe aMUION03a HO/IXKHO
BK/JIIOYAaTb CMMIITOMAaTU4YE€CKINE Me-
TOJIbI, HAIIPaBJICHHbIE HA YMEHbIIle-
HI€ BBIPA>KEHHOCTY 3aCTOHON He-
BOCTaTOYHOCTU KPOBOOOpaleHMs,
ApUTMUY, OTEYHOTO CUHJPOMA,
KOPPEeKI[MI0 apTepuanbHON ruIep-
U TUTIOTOHU.

Ilenbio Tepamuy BTOPUIHOTO aMU-
JIONI03a CTYXKUT IIOflaBJIeHNe NIPO-
DyKLuy Oenka-npefuecTBeHHMKA
SAA [19, 20], yTo mocTuraercs je-
YeHMeM XPOHMYECKOro BOCIaje-
HUSL, B TOM YVCTIE Y XUPYPIUIECKUM

(Cnewubinyck «AKTyasbHble BONPOCH! Hedponorum»



(cexBeCTpIKTOMUSA IIPU OCTEOMIUe-
NNTe, yAaleHye [OIY JIETKOTo Ipu
O6pPOHXO03KTATUUIECKOT O0/Me3HH,
onyxonu, TybepKyiese).

Ocob6oe 3HayeHMe B HacToAllee
BpeMs HpUAAIOT Tepanuy peBMa-
TOM/JHOTO apTPUTA, YIUTHIBAS €TI0
MUAUPYIOliee MOIOXKeHUe Cpefn
IpUYNH BTOPUYHOTO aMIIONAO034.
basucuHas tepanusa peBmaTonp-
HOTO apTpUTa LUTOCTATUYECKU-
MI JIEKapCTBEHHBIMU CpeJCTBAMMI
(MeToTpexcaTom, nukaodochamn-
[OM, XJIOpaMOyIIMIOM) WU COB-
pPEMEeHHBIMI aHTUIUTOKMHOBBIMU
cpepcrBamu (6mokaTopsl addexTon
¢dakTopa HeKpO3a OIyXonu anbda,
MHTePIeKNHbL 1 u 6, 670KaTOPBHI
CD20 B-mumdonuToBs u fip.), Ha3Ha-
JaeMasi Ha JIINTe/IbHbII CPOK (6ortee
12 mec.), yMeHbIIIAeT PUCK PAa3BUTHUS
aMuIonzosa. Y HallMeHTOB C yxe
Pas3BUBIIMMCA aMUIOULO30M 3TO
JledeHMe MO3BOMseT B GOBIINH-
CTBE C}IyqaeB yMeHI)H_II/[Tb KJIMHU-
yecKye MPOSIBJICHNS aMUJIOUTHO
Hedpomaruu. B pesynprare mopgo6-
HOJI Tepammy OTMeYaloT CHIDKeHNe
BBIP)KEHHOCTY IPOTENHYPUN, K-
nupoBaHue HeQPOTUIECKOTO CUH-
ApoMa, CTabunusauuio QyHKIuK
moyYek. Y 4acTy IMaliMieHTOB yAaeTcs
npegoTBpatuTh passurue XITH nan
3aMeIJINTb ee NpOorpeccupoBaHue,
YTO CYIIECTBEHHO yIyd4IlaeT IIpor-
HO3. O6 3¢ deKTUBHOCTH Te4eHNA
CBUJIETENIbCTBYET TaK)Ke HOpMal-
3anns KoHueHTpanuy C-peaKkTus-
HOro 6efKa B KPOBI.

CpencTBOM BBIOOpA [JIs1 JIeUEHUs
AA-amunonsiosa npu nepuopmyec-
KOil 6OJIe3HV CIYXXUT KOJNXMUI[VH.
ITpu ero MOCTOSIHHOM IpyieMe MOX-
HO TMOJTHOCTbIO M306eXaTh perju-
AMBUPOBaHUA IPUCTYIIOB ¥ 60O/Ib-
IIMHCTBA OONBHBIX, IPeJOTBpalas
y HUX TaKKe pas3BUTIeE aMIIOULO-
3a. [Ipu pasBuBLIeMCs aMUION/03€
IIUTENbHBI, BO3MOXXHO MOXU3-
HEHHBII1, IpyeM KOIXUIMHA B [j03€e
1,8-2 Mr/cyT mpuBOJUT K peMuC-
CHUU, BBIPaXKalollleiicsA B IMKBUIA-
nuy HepPOTUUECKOTO CHHAPOMA,
YMEHDBUIEHUN MIN MCYe3HOBEHUN
HpOTeI/IHyp]/H/I y GO}II)HIJIX C HOp-
MajbHON GyHKUuMel movek. Ilpn
Hannuuy XIIH HavyanbHyl0 03y
JIEKapCTBEHHBIX CPECTB YMEHbIIa-
10T B 3aBMCUMOCTU OT BeITMYNHBI

K/1y604KOBOI QUIBTPALUY, XOTA
B CJIydae CHYDKEHU A KOHIIEHTpaLun
KpeaTVMHNHA B KPOBM BO3MOKHO
HOBBIIIIEHNE O3B 1O CTAHJAPTHOIL.
Konxuunu takxe npegoTspalia-
eT penyuB aMMUION03a B TPAHC-
IIJITAHTUPOBAHHOI Mouke. bonbHbIe
XOPOILO IEPEHOCAT JaHHOE JIeKap-
CcTBeHHOe cpencTBo. Ecnu addex-
TUBHOCTb KOJIXMIIVHA IIPU aMUJIO-
ugo03e B paMKaX IepuOfMYecKOil
60/e3HN He BBI3bIBAET COMHEHMUII,
TO MMEIOTCS JIUIIb eAVHIYHbIE pa-
60TbI, CBU/IETENIbCTBYIOMNE O €r0
YCIILTHOM IIPYMEHEHUN Y OOIbHBIX
BTOPUYHBIM aMutonzosoM. Kpome
KONXUIVHA, Npu AA-amMunonnose
HMPUMEHSIOT JUMETHUICYTbPOKCUT,
BBI3BIBAIOLINII Pe30pOLNI0 aMUIIO-
UAHBIX OTHOXKeHMit. OfHAKO WC-
[I0/Tb30BaHME €r0 B BBICOKNUX H03aX
(ne menee 10 r/cyT), HEOOXOUMBIX
IS YCIEUIHOTO JIeYeHMN s, OTpaHu-
YeHO 13-3a KpaliHe HeIpUATHOIO
3araxa.

IIpn AL-amnnonpnose, Kak M Ipyu Mu-
€/IOMHOJI 6071e3H Y, TeYeHNe JOKHO
ObITh HAIIPaBIEHO Ha IOfiaB/IeHNE
nponudepanny KjaoHa IIa3MaTy-
YeCKMX KJIeTOK JI/IsI YMEHbUIeHN A
npopykuun JIITN. Haunbonbmmnit
OIIBIT JIeUeHM I HAKOILICH /IS MeJl-
(amana B coueTaHUM C IPEJHNU30-
noHoM [21]. JledyeHue IPOZOIKAIOT
7-ZHEBHBIMU KypCaMy C MHTepBa-
oM 4-6 HeJle/Ib Ha IPOTAXKEHUN
12-24 mecsaues. Josa mendanana
cocrasnser 0,15 MI/KT Maccel Tena
B CyTKH, pegHnsonoHa — 0,8 mr/
KI' Macchl Tea B CYTKM. Y OONbHBIX
¢ XITH (ckopocTb Kay00O4KOBOII
¢unprpanuu mMeHee 40 MI/MUH)
1o3y MendanaHa yMeHbUIAIOT Ha
50%. OTa cxeMa je4YeHUsA Xapak-
Tepusyerca HU3KUM PUCKOM OC-
JIO)XHEHUII XUMMOTEpannm U Mo-
XKeT IPUMEHATHCA y abCONMIOTHOTO
601BIINHCTBA OONBHBIX, HaXke IPU
Ha/IMYMNA TSDKENbIX BUCIEpaTbHBIX
HposBIeHNIT aMuaonzosa. OgHaKo
3¢ dexT 3TOI Tepanyy JOCTUTAETCS
TONBKO y 18-30% 6O/NbHBIX.

B nacrosmee BpeMs pa3paboraH
3¢ PeKTUBHBIT IMMYHOXUMMYEC-
KMIT METOJ, OLIeHK) PEMUCCUN TI/I1a3-
MOKJIETOYHOI MCKpasun y 601b-
HBIX aMWJIONJ030M — OIpefie/ieHye
csoboaubix JIIIM B cpiBOpOTKe
(Freelite). Panee mpumeHsBIuINeCs
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METO/Ibl He MO3BOJISANN OTIUIUTD
Iy cBobopubix JIIIN ot IIy/1a CBA-
3aHHBIX C I/IMMyHOFHO6YHI/IHaMI/I,
4YTO Pe3KO CHUXKAIO0 YYBCTBUTENb-
HOCTb MeTOA0B. brarogapst Metozny
Freelite, koTopsIit 6asupyercs Ha
MPUMEHEHNN aHTUTET K CKPBITBIM
snutonam JIIIV, nosaBunacy BO3-
MOXXHOCTb KOTMYECTBEHHO OLieH-
K1 mmyyta cBo6onubix JIIV, BiepBsie
66111 cHOPMYTMPOBAHBI KPUTEPUN
HOpManbHOI npopykuum JIIU.
B HacTosiiee BpeMst BO BCeM Mupe
meroy Freelite cran cranmaprom
oueHKN 3¢ PeKTUBHOCTU Tepannn
U MOHUTOPUPOBAHNS TedyeHus 60-
7e3HN Y GOJIbHBIX aMUIOUZO30M
[22, 23].

C uenpio moBbimeHus 3¢pdek-
TUBHOCTH JIeYeHUs IIMPOKO IPU-
MEHS/INUCh IONBITKU JIeYeHUs
6o/ee arpecCUBHBIMU CXeMaMM
XMMMUOTEPAINYU C BKIYEHNEM
BUHKPUCTUHA, [OKCOPyOMIIMHA,
nuknodocdana, mendanana, gex-
caMeTa3oHa B Pa3HbIX KOMOMHAIN-
sx. Hanbonburas s pekTuBHOCTD
HOCTUTHYTA NPY XUMUOTEPAIUN
C UCIOTb30BAHMEM BBICOKUX [03.
Tak, B 1996 r. 6p11M Oony6nmKoBa-
HBI IIpeJBapUTeIbHbIE PE3Y/IbTATDI
(R.L. Comenzo u COaBT.) IeYeHUS
5 60nbHBIX AL-aM1IONI030M BHYT-
PUBEHHBIMU BIMBAHUAMU Meyda-
naHa B go3e 200 Mr/M” IIOBepXHOC-
TH TeJIa C TIOCTIeAY IO VIM BBeJleH/eM
Ay TOTIOTMYHBIX CTBOJIOBBIX K/IETOK
(CD34+) xposnu [24]. Ayronoruy-
HbIe CTBOJIOBbIE KJIETKU HONTYYalOT
MeTOJIOM Jieiikodepesa KpoBU 60TIb-
HOTO IIOC/Ie IIpeJBapUTe/NIbHON UX
MOOMIN3ALNYU M3 KOCTHOTO MO3ra
0]l BIMSIHMEM BBEJJEHHOT'O M3BHE
IPaHy/MIOLMUTAPHOIO KOTOHMECTH-
mynupytouero ¢pakropa. OgHako
TSKEJIbIII arpaHy/IOUUTO3 U APY-

YcoBepLLIEHCTBOBAHHAA reMoAnaduUIbTpaLina
B pexxume online — MIXED T10 — no3gonaer
CYLLIECTBEHHO YBENMAYNTD IOOEKTUBHOCTD
KOHBEKTIBHOIO TPaHCMOPTa, B TOM YMCSIe
nepeHoC CpefIHMX Monekys, B 6e30macHoM
INA NaLneHTa pexume.
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rue OC/OXXHEHMWsI 9TON Tepamun
CYIeCTBEHHO OTPAaHMYMBAIOT NIPU-
MeHeHIe Tepannu CBePXBBICOKIMMU
posamnu MendanaHa, B YaCTHOCTI,
y GONbHBIX C HEJOCTATOYHOCTHIO
KpoBoobGpamenus. B mocneguue
rofibl ImoKa3aHa BblcoKas s dex-
TUBHOCTD IIPU OTHOCUTE/ILHO YHOB-
JIETBOPUTENBHOI MEePEHOCUMOC-
T cxeMmbl «Mmendanan (0,15 Mr/kr
4 nHA) B COYETaHUM C JeKcaMeTa-
30HOM (20 Mr/cyT B 1-4-e u 9-12-¢
IHU)» €XeMeCAYHBIMU Kypcamm
[25]. B Hacrosiiee BpeMs 9Ta cXe-
Ma CTaja IIepBOil IMHUEN Tepanun
AL-amunonpmosa. B xauectBe BTO-
PO IMHUK Tepanuu o6CyXAarTCs
CXeMBI ¢ BKIIOYeHMeM 60pTe30Mu-
6a n ranugomupa [26, 27]. Kappgno-
TOKCUYHOCTD ¥ HEIPOTOKCUYHOCTD
9TUX MperapaToB He IO3BOJAIT
PEKOMEH/IOBATh X B KaueCTBe Ipe-
[apaToB MEPBOI NMHUMU BbIOODPA,
HEeCMOTPs Ha BBICOKYIO 3P PeKTnB-
HOCTb B OTHOIIEHUM IIJIa3MOKIJIE-
TOYHOV JUCKPA3UNL.

OCHOBHOII LieNblo edeHnsa A-bera-
2-M-aMWUION/032 AB/ISETCS YMEHb-
IIeHNe TOCTYIUIEHNsI B TKaHU Oe-
Ta-2-MuKpornobynusa. [Tockonpky
CIIOCOOBI IIOABICHS €ro MPOfYK-
MM B HAacCTOsIlee BpeMs OTCYT-
CTBYIOT, HeOOXOZUMO YBEIMUUTD
KnnpeHc 6eTa-2-MUKpOrIo6yinHa
IyTeM MPOBENEHNUs COBPEMEHHBIX
METOJ{OB OUMILEHM ST KPOBIL.
MIupoko pacnpocTpaHeHO MHe-
HIUe 0 TOM, 4TO Haubornee addex-
TUBHBIM METOOM BBIBeJeHUs Oe-
Ta-2-MUKpPOINOOyIMHA ABIAETCSA
TPAHCITAHTALINS IOYKH. DTa TOUKA
3peHNs MOfKpeIIeHa BBICOKOI 9¢h-
($EeKTUBHOCTDIO TPAHCIIAHTALIUN
B OTHOILIEHN) KOCTHBIX 6oreli, Xa-
PaKTEepPHBIX /sl AUANU3HOTO aMU-
nonposa. B HacTosIee BpeMs ycra-
HOBJIEHO, 4YTO HpV[‘{MHOf[ KOCTHBIX
6071€11, TaK >Ke KaK 11 KOCTHBIX KICT,
ABJseTCA MakKpodaranabHoe BOC-
majsieHne, XapakTepHoe /I 9TOTO
THUIIa aMIIONT03a. BricTpoe ncues-
HOBeHMe 6OJIeit mocie TpaHCIIIaH-
TAIVV SIBJISIETCS CTIEfICTBIEM Ha3Ha-
YEHUsI CTEPOUIOB U [IUTOCTATUKOB,
HeOOXORMMBIX ISl IpefoTBpalle-
HUsI OTTOPXKEHMS TPaHCIJIAaHTAaTa
U OLHOBPEMEHHO MOJAaB/ISIOLUINX
MakpodarajgpHoe BOCIANeHUeE
B 30He femosuuuy ammiaonpa. Ha

MO3[HUX 9TAMAX aMUJIOUOTEeHE3A
3aBMCUMOCTb MaKpodarajabHOro
BOCIIa/IEHMsA OT MOCTaBKM bera-2-
MUKPOIr/NOOy/IMHA B TKaHU CHMU-
JKaeTcs, M yIydllleHue KIupeHca
aToro 6Genka IOC/Ie TPaHCIIAHTA-
LUK He HpefyIpeKaaeT faabHeli-
IIee IpOrpeccupoBaHme KOCTHBIX
KUCT u 3po3nit. Takum obpasom,
TpaHCIJIAHTALUs CIOCOOHA mpe-
LOTBPATUTh NPOTPECCUpPOBaHME
IUMaNTU3HOTO0 aMUIOU03a TOMHKO
Ha PaHHUX, B OCHOBHOM JOK/IVHI-
YeCKUX, CTaJUAX aMIUIoumo3a [28].
B aTo011 cBA3U B TeyeHUM AMATU3HO-
IO aMUIoN03a OOJbIIOe 3HAUYEHNE
HPI/IHaIOT COBpeMeHHbIM OMaans3-
HBIM TEXHOJIOTMAM YBeIMYEHMA
KInpeHca 6era-2-MUKPOII06YIN-
Ha. [Ipu mpoBefeHNM CTaHJAPTHO
HpOoLeAypbl reMojgManusa C Mc-
MOMb30BAHMEM HU3KOMOTOYHBIX
MeMOpaH (guddysnonHas Moxeb)
KIKupeHc 6era-2-MUKpPOIIOOymIn-
Ha CYILIeCTBEHHO OTpaHNYEH, Tak
KaK 3TOT 6eloK Mo CBOEil mMacce
(11800 [Ja) mpubnmxaeTcs K Kiaccy
TaK Ha3bIBaeMbIX CPEJTHIX MOJIEKYIL.
OpHako HmpuMeHeHMe BBICOKOIIO-
TOYHBIX CUHTETUYECKNX MeMOpaH
U codeTaHue fuPPy3MOHHOTO MeXa-
HNM3Ma OYNILECHMA KPOBI/I C KOHBEK-
TUBHBIM HPUBOJAT K CYILL[eCTBEHHO-
My HOBbILIEHNIO 9 (PeKTUBHOCTI
BbIBeleHNs OeTa-2-MUKPOITI00y/In-
Ha. Tak, 6bIIO TTOKA3aHO, YTO Jleve-
Hue reMoaaduIbTpanyerl B pexu-
me online (pexxum I'T® ONLINE
IpeAycMaTpUBaeT UCIOIb30BaHNUE
B KayecTBe 3aMellaol[ero pacTBo-
pa CBepX4YMCTOrO AManmsara, KOTo-
PBII TOTOBUTCSI HEMIOCPELCTBEHHO
B aIlmapare Jjjisi reMOJann3a) mos-
BONAET MOOUTHCA 3HAYUTENHHOTO
CHIDKEHM S MOCTAUAINU3HOTO YPOB-
Hsa 6era-2-MukKpormobynnua (ua
70% u 6omee) [29]. B aToil cBA3M
Haunbosee NPefIOYTUTEIHHBIM Me-
TOJOM reMOJaIN3a C TOYKM 3PEHNS
HpOMUIAKTUKY U JIEYEHNUs ANATTN3-
HOTO aMMUJIONIO3a SABASAETCSA BbI-
cokoapdexrnpuas I'Id ONLINE
C UCIIO/Ib30BAHMEM CUHTETUYECKUX
MeMOpaH 1 CKOPOCTBIO TOfjauM 3a-
MeI[allero pacTBopa He MeHee
100 mn/muH. ITanueHTH, KOTOpBIE
nonyyanu IJI® ONLINE c o6bemom
3aMellleHNsI He MeHee 24 71 3a 4 Ja-
ca MPOIeAYPbI, UMeIU LOCTOBEPHO

6onee cymecTBeHHOe (Ha 72,7%)
CHIDKEHIe CHIBOPOTOYHOTO YPOBHA
6eTa-2-MMKPOIIOOYINHA IO CPaB-
HEHMIO C HalMeHTaMy, MONy4aB-
VMY CTAaHJAPTHBIN TeMOAMaNu3
Ha HM3KOIIOTOYHBIX MeMOpaHax (Ha
49,7%) [30].

PesynbraTbl HeZaBHO 3aBepLIECH-
"Horo uccnemoBanusgs CONTRAST
(CONvective TRAnsport STudy),
MTOCBANEHHOTO BIAUSIHUIO KOHBEK-
TUBHOTO TPAaHCIIOPTA Ha CHIBOPO-
TOYHBIN yPOBEHD OeTa-2-MUKPOIIO-
OynnHa, CBUAETENHCTBYIOT O TOM,
YTO 4epe3 6 MecsleB y MallieHTOB,
KOTOPBIM IPOBOJUTCS TeMOJMa-
¢unpTpanns, yposeHb 6eTa-2-MIK-
porno6ynnHa B CBIBOPOTKE JOCTO-
BEPHO HIDKe, 4YeM y HaljMeHTOB Ha
HU3KOIIOTOYHOM reMopuanuse [31].
JanpHeilnne MepCIeKTUBL B pas-
BUTUM TeMOJMaAN3a BO MHOTOM
CBSI3aHBI C TEXHOJIOTUYECKNUM yCO-
BEpPUIEHCTBOBAHUEM ¥ IIMPOKUM
pacnpocTpaHeHMEM METOJUKU
I'I® ONLINE B knumumueckoir
npakTuke. B wacTHOCTH, ycoBep-
MeHCTBOBaHHasg TexHuka [P
ONLINE - MIXED I'I® - mos-
BOJISAET CYLIECTBEHHO YBEIUYUTD
9 eKTUBHOCTD KOHBEKTUBHOIO
TPAHCIIOPTA, B TOM YUCTIEe TIEPEHOC
CPeZHNX MOJIEKYI, B 6e30IacHOM
IUIs1 TaliieHTa pesxxume [32-34].
bonpmoe 3sHaueHme mMeeT Hpu-
MeHeHJe COBPEMEHHBIX CUHTETHU-
YeCKMX AManM3HbIX MeMOpaH, KO-
TOpble COCOOHBI afcopbupoBaTh
3HAYMTEIbHbIE KOMMYeCTBa GeTa-
2-MUKpoOrno6ynuHa, B pe3yabraTe
4ero KOHI[EHTpAaIus 3TOro Oenka
B KPOBU B TeYeHVE NPOLe/y bl Te-
MOMMaNN3a MOXKET CHUYKAaThCs Ha
30-40% [29]. Paspaboranbl Takxe
crenuanbHble COPOLMOHHBIE KO-
JIOHKY C BBICOKMMMU TIOKa3aTeasAMMI
OuYNIIeHNsT KPOBM OT OeTa-2-MMK-
pornobynnHa, OFHAKO UX IINPOKOe
MpUMeHeHNe CeP>KIBAETCS BBICO-
KOI1 cebecTonMOCThIo [35-37].
ITocKOMbKY Ba>KHBIM KOMIIOHEHTOM
IMANTU3HOTO aMUIOU03a ABIAET-
cs1 MakpodaranbHOe BOCIIaneHue,
607bII0€e 3HAYEHVIE UMEET UCIIONb-
30BaHME€ BBICOKOOYMIIIECHHBIX pac—
TBOPOB [/IsI IIPUTOTOBIEHNUS [ya-
nusara. G. Lonnemann un gpyrue
MCCIeOBATENMN COOOIIAIOT O TOM,
YTO NpUMeHEeHNUe YIbTPAadyMCTBIX

(Cnewubinyck «AKTyasbHble BONPOCH! Hedponorum»



IOUATIM3HBIX )XUJKOCTEN BO BpeMs
JledeH s KOHBEKTUBHBIMU METO-
TaMI TI03BONAeT CHUSUTD YaCTOTY
CUHApPOMA 3aMACTHOTO KaHaja Ha
50% (37, 38].

B kayecTBe CUMIITOMATUYECKOIT
Tepanuy OONBHBIM [MaTU3HBIM
aMUJION/J030M MOXKET OBITH PeKo-
MEH/IOBAaHO MeCTHOe IpUMeHeHMIe
CTEpOUJHBIX Maseil Ipu 6onax,
B IUTepaType 00CY>XJAI0TCA TaKxKe
IIOKa3aHM K IPUMEHEHNIO CTePOu-
TOB BHYTPb U B MHBEKINAX, OFHAKO
VX VICTIONIb30BaHVe OTPAaHIYEHO U3-
3a TAXKEJION peHa/IbHOM OCTEONMCT-
podun. B aToit cBsA3M mpencTaBis-
eTCs MePCIeKTUBHBIM IpPUMEHeHNe
y Takux OOJNbHBIX COBPEMEHHBIX
Ipenaparos, MOAABIAINX 3¢-
¢dexThl pakTOpa HEKPO3a OIYXOIN,
VHTEepNeKNHA-1 ¥ MHTEepnenKn-
Ha-6.

CpenctBOM BbIOOpaA [/Isl T€YeHMS
ATTR-aMunonzosa cry>xut TpaHc-
IJIAHTALMA [IeYeHY, IpU KOTOpPOIl
yHaeTcsA YHAnUTb UCTOYHUK CUH-
Te3a aMUJIOMIOTEHHOTrO IpefIIec-
TBEHHUKA. TpaHCITaHTanusA Ie-
YeH!U CYILIeCTBEHHO 3afep>KMBaeT
IpoTpeccupoBaHMe aMUIONL03a,
B IIEPBYI0 OYepelb HEPBHOII CHCTe-
MBI [39]. B TO >ke BpeMs HaKOIIEH-
HbIE IeTIO3UTHI aMUJION/]A B TKAHAX,
B 0COOEHHOCTY B CepfLie, CIIOCOOHBI
azicopbupoBaTh TaKXKe ¥ HOPMasib-
HBIIl TPAHCTUPETUH U TeM CaMBIM
Ccroco6CTBOBATH [AajIbHEIIEMY
IpOTPeCcCUPOBAHNIO aMUJION[03a
[6]. B aTOIl1 cBsI3M B HacTosIee Bpe-
M LIMPOKO 00CYKAAIOTCS BO3MOXK-
HOCTM CTaOM/INM3AL[ MY HOPMATbHOTO
TpaHCTUPETUHA U IpefoTBpalie-
HUS €ro aMUIOUIOTEHHOCTHU C TO-
Moo papMaKoIOTNIeCKIUX Ipe-
naparos (diflunisal) [40].
ITockonbky XIIH cny>xut ogHoit us
OCHOBHBIX HpI/I‘—II/IH CMepTI/I 60]IbeIX
CUCTEeMHBIM aMUIOUJ030M, IIpOBe-
JeHe TeMOJIMany3a VIIu MOCTOSTH-
HOTO aMOY/IaTOPHOTO HEePUTOHEA Ib-
HOTO AMajy3a M03BOIAET YIyYIINTD
IPOTHO3 3TUX MALMIEHTOB, B YacT-
HOCTU, BBIXKMBAEMOCTb 9TUX OO/Ib-
HBIX CBSI3BIBAIOT C YPOBHEM OeTa-2-
MUKpornobynusa [41-43].
BexmBaeMoCTh GOMBHBIX aMMU-
JOMA030M TIpU TPOBEAEHUN Te-
MoOjManu3a, He3aBUCUMO OT THUIIA
aMMION[032, COTIOCTABMMA C BBI-

JKMBAaeMOCTBIO OONBHBIX APYTUMMU
CUCTEMHBIMU 3aéO}IeBaHI/IHMI/I n ca-
XapHbIM fuaberoM. ITocTOAHHBIN
aMOy/IaTOPHBIIl IIepUTOHEeaTbHBII
OMann3 MMeeT HEKOTOpble Ipe-
UMYILEeCTBa Nepel reMoguaNN30M,
HOCKOJIbKY HeT HeOOXOZMMOCTHU
B IIOCTOAHHOM COCYJUCTOM JO-
CTyIle, OTCYTCTBYeT apTepuanbHasd
TUIIOTOHUA BO BpeMS IPOLENYPhI
Iuanusa, a y 60apHbIX ¢ AL-THnom
aMMJIONZ03a BO BpeMs IpOLeJyPbl
BO3MOYKHO yJa/leHMe JIerKuX Liemnert
MMMYHOITIOOY/IHOB.
TpancnnaHTanusa MOYKYM OJMHAKO-
BO 3¢ dexTuBHA pU 060X THUITAX
CUCTEeMHOro amunoupgosa. Ilatu-
JIeTHAS BBKMBAEMOCTb OOJIBHBIX
U TPaHCIJIAHTAaTa COCTABAAET 65
" 62% COOTBETCTBEHHO M COINOCTA-
BUMa C TaKOBBIMU IIOKa3aTelsAMU
ppyrux rpynn 6onbHbix ¢ XITH.
TpaHcnmaHTanuA MOYKM IOKasa-
Ha OOJIBHBIM C MeJI/IEHHBIM IIPO-
rpeccupoBaHMeM aMUIONZ03a 6e3
nopaxenns ceppua n JKKT. Amu-
JIOMZ03 B TPaHCIJTAaHTUPOBAHHOI
TOYKe BO3HMKAET, II0 Pa3HBIM JJaH-
HBIM, IIpUMepHO y 30% OOIbHBIX,
OJJHAKO OH CIY>XMUT IPUYMHOI IO-
Tepu TPaHCIIaHTaTa Bcero y 2-3%
HalMeHTOB.

"pOfH03 npu amunonaose

AMUIOU03 XapaKTepU3yeTCs He-
YKJIOHHO NPOrPecCUPYIOIUM Te-
gyeHueM. IIporuos saboneBanus 3a-
BUCUT OT TUIIA AMUJIOUA, CTETIEHN
BOBJIEYEHM A PAa3/IMYHBIX OPTaHOB,
[JTABHBIM 00pa3oM Cepilla U IMojex,
Ha/lIM4usA U XapaKTepa Ipejpacio-
J1ararouero 3abojaeBaHms.

Hanbosnee cepbeseH mporuos mpu
AL-amunoupose. Ilo gaHHBIM K-
HUKU Melio, cpegHsas MPOJOIXKU-
TEIbHOCTD >KM3HU OONbHBIX 3TUM
TUIIOM aMUJIOUI03a COCTaB/sAET
nuub 13,2 mec., 5-1eTHAA BBIKU-
BaeMOCTb — 7%, 10-1eTHAS — BCETO
1%. ITpu sTOM CaMas HU3KaA MPoO-
MO/KUTETbHOCTD YKU3HU OTMeYeHa
Yy HalME€HTOB C 3aCTOWHON HEeHO-
CTAaTOYHOCTHIO KPOBOOOpAIEeHMs
(6 Mec.) m opTOoCTaTUYECKOIL apTe-
puanpHOi Tunotonueit (8 mec.) [2,
44, 45]. Hanbornee 9acTbIMM IPUYN-
HaMmu cMepTu 601bHBIX ¢ AL-Tnmnom
aMmuIon03a OBIBAIOT CepHedyHas
HeJOCTaTOYHOCTb U HapyLIeHUs
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MHHOBALM B HEQPONOFiAY

Viccnenosanme CONTRAST

NPOEMOHCTPIPOBANO, UTO Yepe3 6 MecALEeB
y NaLWEHTOB, KOTOPbIM NPOBOAUOCH
neyetie [0 ONLINE, yposeHb beTa-
2-MUKDOIN00Y/NHA B CbIBOPOTKe Obll
JI0CTOBEPHO HIKe, Uem Y NaLueHToB

Ha HU3KOMOTOYHOM FeMOAManK3e.

purMma cepaua (48%), ypemus (15%),
cercric u nHpekunn (8%). Hecmot-
psA Ha TO YTO CMePThb OT ypeMumn
OTMEYaIOT 3HAYUTEbHO PEXe, YeM
OT KapjauanbHbXx npuumnz, XIIH
PasHOM CTeNeHNM BBIPaKEHHOCTH
perucTpupyior 6omee 4em y 60%
yMepUINX.

ITporunos mpu AA-ammunoupgose
6onee GmarompusTeH U 3aBUCUT,
[JIaBHBIM 00pas3oM, OT XapakTepa
npejpacrosnarawoiiero sabonesa-
HIUA ¥ BOSMOXKHOCTHU €r0 KOHTPO-
nsa. CpegHAA NPOROIKUTENTbHOCTD
XKM3HU OOJBHBIX C 3TUM TUIOM
aMIJIONZ03a OT MOMEeHTa Bepudu-
Kanuu amarHosa cocrasisger 30-
60 mec. (6omblrasi Ipy BTOPUIHOM
aMMJION[[03€, MEHbIIASA IPU AMMU-
TIONJ[03€ B PAMKaX IepPIOAMIeCKO
6onesun). dPdexTnBHOE NTeUeHIE
npeppacnonarapoinux 3aboaepa-
HUII, B TOM 4YJCJIe TIOJIHOE M3JIede-
HIe TyOepKyiesa MM XPOHMYECKUX
HAarHOEHMI, He MCKJIIYAEeT BO3-
MO>KHOCTY Pa3BUTHA aMUJIONZ032
B Jla/IbHENIIEeM, OfTHAKO 3aMefiigeT
€ro IporpeccupoBaHue, yaydnas
nporuos. ddpdexTrBHAsL Tepanus
PEeBMaTOMIHOTO apTPUTA IO3BOJA-
eT IPOJIIUTD TeUeH)e aMUION/IHOI
Hedpomaruy, 3aMefisasi HacTyIIe-
Hre XIIH. OcHOBHOM MpuUYMHOIML
cMepTy 6OTbHBIX AA-TUIIOM aMM-
TONZ03a CIYXXUT MOYeYHAs HeJo-
CTaTOYHOCTb.

JocTmxeHnsA NOCNIETHNX IeT B U3Y-
YeHUM NpobreMbl aMMIOU03a,
03BoNMBIINE CHOPMYIUPOBATD
4eTKMe KPUTePUM KIacCupUKammm
KIMHNYeCKuX GOpM aMUIONJ032
U TIO[IXOfIbI K JIeYeHMIO, Ja/ll BO3-
MOYKHOCTD CYIIeCTBEHHO Y/Iy4IINTD
IIPOTHO3 OOJIBHBIX PA3HBIMM THUIIA-
MU aMUTION/I034.

Jlumepamypa
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