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Amunounnos

> [ pynna 3aboneBaHnin C LUMPOKUM CNEKTPOM KIMHUYECKNX NPOSIBIIEHUI, NPU
KOTOPbIX BO BHEKNETOYHOM MaTpUKCE pPas3fnnUYHbIX OpPraHoOB W TKaHEW
OTKNaabIBaOTCA HU3KOMONEKYNAPHbIE HEPACTBOPUMbIE (HE YTUIN3UPYEMbBIE)
benku, nmetowme B—pudpunnapHyo CTPYKTypy u gatowme cneundomndeckyto
OKPAacKy C KOHIo-KpacHbIM

»B coctaB amunoungHoro 6enka BxoguT P-KOMMOHEHT — CbIBOPOTOYHbIN
MUKONPOTENH, Ha [OOJII0 KOTOPOro npuxogmtca okorno 15% amumnoungHbiX
genosutoB. He wucknwyeHo, 4TO ero npucytcTteme obecnevnBaet
CTabUNBbHOCTb aMUNOUAHLIX OTNOXEHUN. P-KOMMOHEHT MOXET ObITb NOMeYeH

N oOHapyXeH MeTo4oM CLUUHTUrpacum

Hawkins PN, Myers MJ, Epenetos AA, et al.

Specific localization and imaging of amyloid deposit in vivo
using 123l-labeled serum amyloid P component.

J Exp Med 1988;167:903-913

»B  amunougHbix  gerno3utax  OBbIMHO  MPUCYTCTBYKOT  pasfinyHble
[MMKO3aMUHOIMKUKaHbl, a Takke (amunoung-ycunmeatowmn dakrop — amyloid
enhancing factor), koTopble, BO3MOXHO B KaKOW-TO CTeneHW, OTBETCTBEHHbI
3a gunbpurnoreHes



UcTopuyeckasa cnpaBKa

»>17 BeK, BOH3 — caroBasi cefnieseHka y 60rnbHOro ¢ abcueccom nevyeHu

»TepmuHbl Amylon and amylum - rpe4yeckoe M JaTUHCKOe CJiOBa,
KoTopoe BBeni B 1838 r. Hemeukumn OoTaHukK Matthias Schleiden ans
00o03Ha4yeHnsa Kpaxmana B pacTteHusx. [o3gHee noaoOHbLIe cBOUCTBA
ObINIM OOHapyXeHbl B TKAHAX HEKOTOPbLIX 00fIbHbIX

Kapn PokutaHckumn
Karl Freiherr von Rokitansky
(19.02.1804 — 23.07.1878)

«JInHHen NnaTonornyeckom aHaToMmn»

YcTtaHOBUN CBSAI3b «CaribHOW OOJie3HU» C TybepKyne3om,
cucpmnmncom, pukketcmosamm (1842)

B 1842 npumeHun I3TOT TepMUH AN  onucaHuA
YyBEeJSINYEHHOU Me4YeHU U Ccene3eHKU Mpu XPOHUYECKUX
3aborneBaHuAX

«CanbHoe» nepepoxpeHne opraHoB oOuUeHuUuBalJnl Kak

4::.( W obuwenartonorn4yeckum npouecc (1844)



Pyaonbd Bupxos
(13.10.1821 - 5.09.1902)

OOGHapyxun, YTo BelecTBO, Bbinaaalwee B TKaAHAX
npu «canbHou 6one3Hun» K.PokntaHckoro, nogoobHo
Kpaxmany oKpalumBaeTcsi NOAO0M MU Ha3Bar ero
amunongom (1853)

H.IN. KpaBkoB
(1865 - 1924)

Co3pan KaseMHOBYIO 3KCNepUMEeHTanbHy Mogersb
amunouaosa

Bennhold (1922)

OGHapyxun, 4To okpacka Congo red cneundunyecku
BbIABJIAET aMUNoON, KPaCHO-KUPMUYHBLIM LLBETOM Npu
CBETOBOW MUKPOCKOMNUU, HO B NONIAPN30OBaHHOM CBeTe
OH B pe3ynbTtaTe 3dheKkrta ABOUHOro
nydenpenomsrieHns npuobpeTtaeT A0SI0YHO-3eMeHbIN
uBeT



Mpwu 3N1IeKTPOHHOM MMUKPOCKOMNUMU
OOHapyXeHoO, 4YTO amunoua SABnsieTcS
YHUKaNbHbIM (pUOPO3HLIM Oenkom —
uMmeeT  OeTa-cknagyaTyro  CTPYKTypY,
KOTOpas BbISABNAETCA NPU PEHTreHOBCKOMN
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YctaHoBneHa doubpunnapHasa CTpyKTypa
amunouvaa

Cohen AS. Electron microscopic
observations on a fibrous component
in amyloid of diverse origins. Nature
1959;183:1202-1203

Shirahama T, Cohen AS. High-
resolution electron microscopic
analysis of the amyloid fibril.
J Cell Biol 1967; 33:679-708



AMunnovgo3ssbl
(-cpubpurinoss)

PacnpocTpaHeHHOCTbL amunonao3sa no4vek

-2,5-2,8% o1 Bcex Hechpobuoncumn
EBpona —~1% B 1992 r. (coobweHne EDTA, 1993)
BenukobputaHma — 2,8% (3362 Hecppodmoncum, 1985)

Utanuna-2,5% (14777 HedopoOunoncun, naHHble 71 LUeHTpa,
1987-1993 rr.), Koneb6aHua B otAaenbHbIE roabl 2,2 — 3,2%

B ctpaHax CeBepHoun EBponbl (PuHnaHausa, Hopeerus, LLiBeuuns)
yacToTa O4YeHb BbICOKa.

B ®PuHnanaun — oo 19% ot nepBUYHBLIX HechpodOmoncum.



Pe3ynbTatbl NpMXN3HeHHOU Hecppobuoncum no
AaHHbIM Hedponornyeckoro ueHtpa JoKTMO-
2,0% cny4yaeB - amunoupo3 noyek (All)
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KnuHnyeckune knaccudpukaumm amunonagosa

*CuctemMHbIN (0OWMN) / NnoKanbHbIN

‘[MepBNYHbLIN / BTOPUYHbIU

CeMenHbIN (HacneacTBeHHbIN) / NPMOOpPEeTEeHHbIU

Hegponamu4yeckuu
kapouonamu4ecKkuu
Heupornnamu4eckKuu
AMUnongHbIn Benok-npeawecTBeHHUK KnuHnyeckun BapmaHT
6enok
A A SAA PeakTnBHbIN (BTOPUYHBIN); ceMelrHas cpeam3eMHOMOpPCcKasi
nuxopagka (nepuoaundeckasi 6onesHb); ceMenHaa amunongHas
HedponaTus ¢ KpanuesHuLUen u rmyxoton (cuHgpom Muckle-Well)
AL INerkue uenn A > K NanonaTtmnyecknn (NepBuUYHbIN); acCoLUUMPOBAaHHbIN C Nasmo-
KNeTOYHbIMU Anckpasuamm (Mmenoma, MmakpornodynmHemus)
BapuaHTbl TpaHcTupeTunHa (bonee 50) CemenHasa amunongHasi norimHenmponartusi; ceMmenHasi ammnouna-
ATTR (Hanp., TTR Val130— Met) Hasa KapanommonaTums
TpaHcTupeTnH (NpeanbbymunH) CUCTEMHbIN CEHUNbHbIV aMUIonaos
AH Tsxkenble uenu Ig MavonaTtnyeckun (nepBUYHbIN)
el ﬁr”;gg')no”pOTe”H_l (BapnatTLl Arg26 v CemMelnHbIN HENPO- N He-HerponaTUYeckn aMmmnonaos
AGel FenbconuH (BapuaHTtbl Asn187 n Tyr 187) CemelnHbI amunongos ouHCKoro Tuna
ACys LinctaThi-C (sapuat Gin 68) HacnenctBeHHble LepebparnbHbie remopparum ¢ aMmmnongo3om
(Ncnangwnga)
AB2M B2-MmukpornobynmH AMUnonaos, accounMmMpoBaHHbIN C XPOHUYECKUM ONarin3om
BonesHb Anburenmepa; cnHgpom JayHa
MpealwecTBeHHUK B-NpoTenHa
AB BapuaHT B-npoTenna (Gin 618) HacnenctBeHHble LepebparnbHbie remopparum ¢ aMmmnongo3om
P p (Tonnaugmsa)
APIP MpUOHOBbIE GENKN 1 X BAPUAHTHI BonesHb Kpenuydenbaa-Akoba (Cregtzfeldt-Jacob);
cuHgpom Gerstmann-Straussler-Schienker v ap.
AMUNUH (aMmunongHeIv nonunenTua N3onmpoBaHHbIN aMuiongos3 OCTPOBKOB JlaHrepraHca;
AIAPP OCTPOBKOB MOAXENyA0o4YHOM Xernesbl) avabert |l Tuna; nHcynuHoma
AANF [MpeacepgHbIvi HATPUYPETUYECKNIN dhaKTop M3onmpoBaHHbIN aMnunongos npegcepamm
ACal (Mpo)kanbUUTOHUH MegynnsipHas kapuMHoMa LLMTOBUAOHOMN Xenesbl
ALys BapuaHTbl nusouuma (Thr56 n His67) HacneacTBeHHbIN He-HenponaTU4yeCcKknMim CUCTEMHbIV aMUonaos
AFib BapuanTte! Aa-Lenu dpubpuHoreHa HacneacrtBeHHbIV He-HenponaTU4yeckum ammnongo3s noyvek

(Val1526 n Leu554)




PACMNMPOCTPAHEHHbLIE BAPUAHTbI AMUITOUOO3A

(xnaccuncpumkaumm ammnonaosa oCHOBaHbI Ha Npupoae 6enkoB, CMOCOOHbIX
ObITb NpeALlwecTBeHHUKOM amurionaa)

AMunongHbiIn Benok- g
KnuHuyecknmn BapmnaHTt
6enok npeAawecTBeHHUK
- peakTUBHbIU (BTOPUYHbIN); cpean3eMHOMOpCKas
nuxopagka (nepuoaunyeckana 6onesHb); ceMemHasn
AA SAA paaka (nepuop );

amunoungHasa HecpponaTua ¢ KpanuBHULIEN U
rnyxoton (cungpom Muckle-Well)

- uamonaTu4eckum (NnepBUYHbLIN); NpU

Jierkue uenu
NNa3sMOKIIeTOYHbIX ANCKPa3nUsax (MMeHOMHaﬂ

AL

A >K
6onesHb, MakpornobynmHemusa, UMMyHobnacTtoma)
AB,M B,-MuKporno6ynuH «Ananu3HbIn ammnonao3»
TpaHcTUpeTUH ceMenHasa ammnougHas norimHeMponartus,
ATTR 6onee 50 BapnaHTOB ceMenHasa amunonaHasa KapaumonaTusi; CACTEMHbIN

mMyTauum (Val 130 Met u ap.) | ceHUNbHbLIN amunonao3

OudchepeHunpoBaHmne AA- nu AL-amumnomnaosa

»Xapaktep OCHOBHOro 3aborieBaHus

»O0OHapyXeHMe MOHOKITIOHanNbLHOMN rammanaTtum unm denka beHca-[>xoHca
AWarHocTupyeT nNepBUYHbIA aMUITIONA03 UMM MUENTOMHYI0 O0Ne3Hb
»0O0bpaboTka HedbpobuontatoB 5% nepmaHraHaTom Kanusa (YyBCTBUTESIbHbIU K
Hemy AA 3aTeM He NpUHUMaeT oKpacKy KOHIro KpacHbIM)

» AMMyHOXUMUHNYeckue metoabl



BTopuyHbIU (peakTuBHbIN) AA-amunounaos

OcnoXxHAeT Te4eHMe XPOHUYECKUX BocnanuTtesnbHbIX 3aboneBaHu

BTopuuHbIn (peakTuBHbIW) amunounao3 nodek (All) tTuna AA oTHocuTCA K
Yyrpoxarwmm XnN3Hn OCJI0OXKHEeHUAM TeYeHUA apTPUTaA (Dember L.M., 2009; Lachmann
H.J., Gillmore J.D., 2010; Zdrojewski Z., 2010), OT KOTOpPOro BO MHOIOM 3aBUCUT
BbDKMBaAEMOCTb OONBbHbLIX (Wien T.N., 2008; Obici L. et al., 2009). 3@ MocregHue rogbl
YUCNMEHHOCTb 3TUX MNauMeHTOB YBeNM4YMBaAETCs, 4YTO pAerlaeT AaHHYH
npob6rnemy ewe 6oree akTyaribHOM (Nishi S. et al., 2008).

NMpnUYnHbI BTOPUYHOrO (PeakTUMBHOrO)
AA-amunnounpgo3sa

v peBMaTOUAHbIN apTPUT, aHKUITO3UPYIOLWMUNA CNOHANNOAPTPUT, NCOPUATUYECKUNA apTPUT,
XPOHUYECKUN nogarpuyeckum apTpurt

v OpOHXO3KTaTU4YecKasi 6onesHb

v'ocTeoMmuenur

v'TyGepkynes

v'6one3Hb KpoHa

v'MH(pEeKLUN Yy HAPKOMAHOB U y 60MNbLHbIX C Napanservemn
v’ KUCTO3HbIN hnbpo3

v XPOHNYECKUEe A3Bbl KOXU U CIIU3UCTbIX
v'runepHecpoma

v numcorpaHynemaros



YacTtoTa npunxunsHeHHon anarHoctuku All npu apTpuTtax

! Tlpn XU3HM NauueHTOB C BocnanuTenbHbIMU 3aboneBaHusaMu cyctaBoB All
AWNarHOCTUPYHOT TONMbKO B 37% HabnoageHUM (Koivuniemi R. et al., 2008),

« acumntTomaTuyeckoe tedyeHme All — y 7-8% G6onbHbIX PA (Benucci M. et al., 2007)

Npn apTpute KnNuMHMYecKn noao3speBaembin All noarTBepXpaeTcs AaHHbIMMU
Mopdonornyeckoro uccriegoBaHus HedpodbuontTatoB B /7% HabnoaeHuu
(Bauerovsky L. et al., 2009)

[laHHble peBMaTosniorn4yeckoro n Hedpponorn4yeckoro
ueHTpoB JOKTMO

Noa HaGnwpeHnem B TevyeHuun 20 net npebbiBan 1821 nauuveHT C
BocnanutenbHbIMM 3aboneBaHuaMu cyctaBoB. All aguarHocTUpoOBaH NPU aHKUNO3.
cnoHgunoaptp. (AC) B 13 (6,7%) HabnogeHusx, pesmatongHom aptpute (PA) —
(3,8%), ncopnatnyeckom aptpurte (McA) — (3,3%), nogarpnyecom aptpute (MA) —
19 (2,8%), peaktuBHom aptpute (PeA) — 1 (0,2%). Bce naumeHTbl ¢ AC, PeAnflAc
All 6binn  MyxunmHamu. [lonyyeHHble pAaHHble HECKOSIbKO npoTuBopeyar
MMeLWUMCA B nutepaTtype, NMOCKOSbKY |-|av|6onee yacton npuuuHon All cpeau
OonbHbLIX apTpuTOM cuntaetcsa He AC, a PA. ' '

NMpu AC He TONbLKO ycTaHoBreHa 6onee BbiCOKas
yactota passutua All, a 1 npeBanupoBaHue
TEMNOB MNporpeccupoBaHMsi MNaToOJSIOrM4YeCcKoro
npouecca B 3aBUCUMOCTU OT AJSIUTESNIbHOCTU

3aboneBaHus ‘

Yacrora, %

0 5 10 15 20 25 30
OnurensHocts sabonesanug, nev



Hedponornyeckune acnektbl AA-amunounposa

KnunHnyeckue ctaguum:
vHavYanbHas
vPOTEeUHypunUyeckan
vHel(poTHnyeckas
va3oTeMuyeckas

B GonblMHCTBE criydaeB pacno3Haetca All Ha ctaguu HecdhpoTHUUYECKOro
cuHapoma.

B yactu cnydyaeB asoTeMus pas3BuBaeTca 0e3 npeglwecTByrOLEro
He(ppoTUUYECKOro cuHgpoma

Amunoumaos - camas vacTas npmwu-la
KIMMHUKO-aHaTOMMYECKOro  PacxXxoXAeHus
60NbHbLIX rrnomepynoHedponaTusamm, He '@?i YR RS-\
noaBepraswmxcsi Hecppoduoncum! ‘ ,“ TR A Y.
AMuUnonnos A[OCTOBEPHO AMarHoCTMpyeTcs ; “' ; |
TONbKO no GMOMNCUOHHBLIM AaHHbIM 4
(CBETOBOW, U 3MEKTPOHHO-MUKPOCKONMUYECKMIA | '
aHanus, UMMYHOrMCTOXUMMUS)

Kny6ovuek, umpunbmpupoeaHHblu amMusioudom.
AMOp@HbIU 2uanuHo8bIU Mamepuas e
Me3aH2uuU U KanuJiisipHbIX CMeHKax.



AMopgpHbIe po308020 ysema (OKpacka KOH20-
pom) omiioxeHuUsi paameuw,aromcsi @ Kiiy6o4kax,
UHmMepcmuyuu, oKpy>xarom apmepuu, Mo2ym
yeenu4ueamb 06bEeM MOYKU U CHUXamb ee
¢yHKyuuU.

Bmopu4HbIl amusioudos.
UmmyHopniyopecuyeHyus c AA-
aHMuUCbIBOPOMKOU.




OudhepeHUManbHbIN ANAarHo3 BTOPUYHbIX HedpponaTumn

NosBneHne mouyeBoro cuHapoma y O6onbHbix PA Bcerga HacTtopaxuBaeT B
nnaHe passutusa All.

HugppepeHyuanbHass duacHocmuka O0JIKHa rnpoeoodumbcs C.
*  rnomepynoHedpuToMm

* TYGVHOMHTepCTMLIMaanbIM He(prITOM (O6bl'~IHO BClneancrteue

Hed)pOTOKCVIHHOFO OeucTBus APpUMeHAeMbIX MeAUKaMEeHTO3HbIX cpe,qCTB)
(Schwarting A., Marker-Hermann E., 2005).

Mo paHHbLIM HedhpoOMoONcUM 4acToTa peBMaTOUAHOro rromepyrioHedpura no
cpaBHeHuto ¢ All B 2—-3 pa3a BblLLe (Icardi A. et al., 2003).

Mopdonornyecku All y 60nbHbIX PA 4acTo npoTeKkaeT ¢ 3KCTpaKanunnsapHbIMU
NOJSTYNYHUAMM, HanoMMWHaKLWNMHU TaKoBble y OONbHbIX
ObIlCTpOnNporpeccupyrowum rnomepynioHepUToOM (Masutani K. et al., 2008).

NMomMMMO amMuMNOMAHLIX OTMIOXKEHWW, B NOYKaxX BbIABNAKT AenOo3UThbl
MUMMYHOrno6bynuHa A B Me3aHrMyme M UMMyHornobynuHa G BAonb
KanunnsapHbIX CTEHOK B KITy60o4Kax (Honma M. et al., 2006)

NMporHo3HeraTMBHbIMMU (hPakTOpaMM B OTHOLUEHUM TEMMNOB MporpeccupoBaHUA
Al ABNAKOTCA BbipaXXeHHble nopaxeHus cocyaoB u

TYOynonHTepcTUUManbHbIA KOMMNOHEHT NaToJIOrM4YeCcKoro npouecca (Sasatomi
Y. etal., 2007).



HoBble MeToAbl ANArHOCTUKU

aMmuiryionao3sa
AmMunongHble  ¢ubpunnbl (B oTnunyme
oT Aerno3vToB HepnOpPMNNAPHbIX

FIerkux ueneu) XaaHO MPUCOEAUHSAIOT
anonunonpoteuH E w©n CbIBOPOTOYHBLIN
P—-koMnoHeHT amunounaa.

. BbICOKOYYBCTBUTENbHbI MeTopn,

z. ANarHOoCTUKM, 0COOEHHO BTOPUYHOro

amunoumao3sa - CUUHTUrpadus

C TexHeuuem, Me4YeHHbIM SAP.

| U3oTon 3axBaTbiBaeTcs cerne3eHKom,

© noykon (>80%), HapgnouyeyHukamm (50%),
nevyeHbro (25 — 50%).

"Hepoctatkm meToga: nNnoxo BbIsABNSAETCA
KapaunanbHbIN aMmmnonaos, BbICOKas
CTOUMOCTD, BO3MOXHOCTb nepeHoca
nHdpekumnn c SAP.




NMPOMHO3 PEAKTUBHOI'O AA AMUITONOO3A

He noaBepraembie A€4€HUIO OOABHBIE UMEIOT BBICOKYIO
A€TAABHOCTB  BCAEACTBHE TEPMHHAABHOM  CTaAUU
IIOYEYHON HEAOCTATOUHOCTH, HH(QEKIIUN, CEPAECUHOMI
HEAOCTATOYHOCTH, nepdopanyun KHIIIEeYHUKA,
kpoBoTeueHm n3 2ZKKT

Ocobomy puUCKy OCAOKHEHHUU IIOABEP>KEHBI OOABHBIE
C BBICOKHM YPOBHEM ITUPKyAUpYyrOmiero SAA

IIpu peBMaTouAHOM apTpure 4—A€THAA BBDKUBAEMOCTH
cocraBasger 60%, npmumHa cmepru B 40% -
TEPMHUHAABHAA CTAAUA IIOUYEYHOM HEAOCTATOUHOCTH

(124 6onvubix; Okuda et al., Ryumachi 1994, 34:939)



NEYEHUE PEAKTUBHOI'O AA AMUNOUOO3A

JleyeHne ocHoBHOro 3aboneBaHusi! OcHoBoun npodunakTukn passutua All npu
BOCMNanuTenbHbIX 3abofieBaHUAX CYCTaBOB CuYUTaeTcsa UX 3ghghekmueHas
6a3ucHasi namoa2eHemu4eckasi mepanus (Zdrojewski Z., 2010).

NNEYEHUE AN Y BOJIbHbLIX PA, AC, NMCA U TIA

KpanHe cnoXHasa 3apauda (Pettersson T. et al., 2008; Dember L.M., 2009; Li J. et al., 2009),
OonuncaHbl CNOHTaHHbIE PEMMUCCUMN TaKOMN NOYEYHOU NATONOrNM (Millet A. et al., 2009).

Kakoe-nn6o nonoxutenbHoe BnusaHue HIBI1 pa3sHbix rpynn Ha TedyeHue All y
OONbHLIX apTPUTOM, AaXe B npouLecce OTHOCUTESIbHO MNPOAOSHKUTENbLHOIo
npumMmeHeHus (>4 mec), OTCYTCTBYeT (Kahvecioglu S. et al., 2006).

JTO TaKXKe KacaeTcsd M MeToTpekcaTta M ApyrMx UMMYHoOAenpeccaHToB
LMTOTOKCUYECKOro OencTBuUs, 4-aMUHOXVNHOJIMHOBbIX NPOn3BOAHbIX,
npenapatoB 3o05iota U D-neHnuyunnamMmMHa — OCHOBHbIX 0a3nUCHbIX
MeOnKaMeHTO3HbIX cpeacTtB B fie4eHun PA n AC (lcardi A. et al., 2003; Smith G.R. et al.,
2004; Perry M.E. et al., 2008).

OnpepeneHHasas Hagexaa npu rnedyeHmn BTopuyHoro All y nauyueHTOB C
BOCNanuTesNibHbIMMU 3aboneBaHusIMU cycTaBoOB BoO3J1araeTcs Ha
aHTULUMTOKUHOBLIE nMpenapatbl OuWoNorM4eckom Tepanun, TaKue Kak
aganmmymab, wuHdnukcumabd, puTyKkcumab, 3TaHepuenT, obnaparwoLwme

NnPOTUBOAMUITIONAHBLIM AeUCTBUEM (Ballaryn J., Dyaz M., 2008; Manenti L. et al., 2008; Blank
N., Lorenz H.M., 2009; Nobre C.A. et al., 2010)



NEYEHUE AN Y BOJIbHbLIX PA, AC, INCA U TIA

NopaBnsieT npoueccbl amunonaoreHesa NpUMeHsseMbin ANs KynupoBaHUS
nogarpM4ecKoro CyCTaBHOro Kpusa npenapar KONnxuLMH, KOTOpPbIX B npoLecce
NMOCTOSAHHOrO NpuemMa B HU3KMUX go3sax (1,5-2 mr/cyT) MoxeT oKa3aTbCsl
Nnosie3HbIM Yy 60fIbHbIX XpoHMYecKuM A, ocnoxHeHHbIM All.

B nepcnekTuBe KpUtepuem He TOSIbKO paHHen auarHocTtuku All, HO U KOHTpons
3a 3(hheKTUBHOCTbLIO JleYeHUs Npu 3adboneBaHUSAX CYCTaBOB CTaHeT OLeHKa
napamMeTpoB B CbIBOPOTKE KPOBWU aHTUTEN K aMuriougHomy Oernky
(wyBcTBUTENBLHOCTL MeTOooa cocTtaBnsaetr 84%, cneundpnyHoctb — 99%)
(Hazenberg B.P. et al., 2007).

KONXUunH
*in vitro Onokupyetr obOpasoBaHue amunouva-
ycunuBawlwero dakrtopa, TOPMO3UT CUHTE3 U
cekpeuutro SAA
- acpdhekTMBEH B npoduriaktuke wu Jie4eHum
amMunouaosa y OonbHbIX Cpean3eMHOMOPCKOMU
NInXopaaKou
B pos3e 1,5-2 wMr/icyT MOXeT npuBecTU K
peMmuccum HedhpoOTUYECKOro CUHApPOMa




AEUEHWE PEAKTMBHOI'O AA
AMNAONAO3A

rnI-OKOKOpTVIKOVIJJ,bI HepeaKo yCUnnMBarT pa3BUTUE PeaKTUBHOIoO amMmuiionao3a
MOFYT NMPUMEeHATbLCA TOJIbKO ANnA ne4YyeHnA OCHOBHOIO 3aboneBaHus C Uuenblo
ynyduweHunAa KavyecTBa XU3HU OonbHOro

JleyueHune HedppoTUUHECKOro cMHOpPOMa
v OrpaHuYeHue HaTpua u benka
v AUYPETUKU
v aHTUNpoTenHypu4yeckme cpeacrtBa (MHrMoutopbl AllP,capTaHbl)
3amecTuTtenbHaa Tepanua npu tepmuHanbHoun XIMH
v reMo- W neputoHeanbHbIu Auanu3 (BbbkuBaemoctb 50-80% B
CpaBHEHUU C APYrMMU rpynnamMmm 60rnbHbIX)
v TPpaHCMNaHTauusa noyku (peumame B TpaHcnnaHtate 20-30%)
He npumeHstoTca (ywnum B npolunoe)
v ANMeTUncynbgoKkcua — U3-3a HENPUSATHOro 3amaxa UM HesICHOro
adchdekTa
npenapaTtbl Ne4YeHwU
BUTaMUHbI rpynnbl B
aenarmn
TUocynbdart HaTpuA

AN NN



8,M-AMUIIONOO03

* B,—MUKpOrnoodysMH — 6enoK C MOJI. MacCcoWm
11800 D, npoayuupyetca B OCHOBHOM KIleTKaMu
KpoBU (numdounTtol, rpaHynouunTbl) n
aHAoTeNnnouuTamMm

* KOHUEeHTpauua [,—MUKPOrnodyrimHa B KpPOBU Y
300poOBbLIX noageun koneodnetca ot 1,5 po 3,0 mr/n,
rnpu aHypuu oHa eo3pacmaem 0o 50 me/n

° CUHTE3 perynupyeTcs LMTOKMHAMU
(MHTepdepoH, PHO), cTUMynupyeTcs
pa3fiMyHbIMU BOocMnasnMTenbHbIMMU CUTHanNamm



B,M-AMUITIONOO3 - NATOINEHES

v’ pasBuBaeTcs nocne 5 neTt nevyeHnsa aMann3om

v npn ANUTENbHOCTU JievyeHus Oonee 15 ner
pernctpupyetca y 50 — 100% 60nbHbIX

v/ natoreHes «AuUarnu3HoOro» ammnonaosa HesiCeH

v BEepOSITHbIN  npepgpacnonararowmn  cakrtop -
ysesiudyeHue KOHUeHmpauuu B,—Mukpo2s106yriuHa
e nna3me (do 60 pa3 Mo cpaeHeHUO C HOPMOU),
6bI38aHHOE ymepeu 3IKCKPemopHoU @yHKUUU
rno4yekK u yeesiudeHUem eao cuHmesa y
duasnu3HbiIx 60J/IbHbIX

v’ He UCKINIo4YaeTCcs BIIUSSIHNE KOHTAKTa KIeTOK KpoBU C

AVNann3HbiMM mMeMmbOpaHaMu



KnuHuyeckue nposieneHunsa g,M-amunouaosa

v' KoCTHbIe KUCTbI, coaepalime amunona
v Oedopmupyrowas octeoapTponaTus

v' CMHOPOM KapnanbHOro TyHHens

v" KOHTpakTypbl crubaTteneun nanbLueB

OuarHocTtuka ,M-amunongo3sa

v' KnnHun4eckasi KapTuHa

v PeHTreHonorn4yeckue gaHHble
v BUONCUOHHbIE AaHHbIe

v PagnousoTtonHbie meToabl

KoCTHble KUCTHI,
coaepxawme amunova



NEYEHUE B,—M AMUNTIONOO3A

v XUpypruyeckoe nocobue npu cUHApPOMe KapnanbHOro TyHHens
v CBOeBpeMeHHasi TpaHCNMaHTauusA No4ku

v adpchepeHTHasA Tepanua —  NPUMEHeHue KOJIOHOK C
cenleKTUBHbIMU aacopbeHTamMu ansa B,—MUKpoOrnoodoynuHa

bunocoBmecTmMble MeM6paHbl CHMNXalloT PUCK ANAJTTU3HOIro amMmusiongo3sa
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stability of performance [%]
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HACJIEOACTBEHHbBIE BAPUAHTBI AMUJIIOUOO3A C
MOPAXEHMEM MNMOYEK

AYTOCOMHO-OOMUHAHTHBIE BOJIESHUW C MYJIIbTUCUCTEMHbLIMU
NMPOABINEHUAMWU Y B3POCIIbIX

TpaHcTUpeTUH — nepucepnyeckaa HeuponaTusi, pPeCTPUKTUBHaA
KapaunomuonaTtus, nopaxXeHus rnasa, KMWWeYyHUuKa, noyek

o-A uenb oubpuHOreHa — no4ye4yHass He4OCTaTOYHOCTb
AnonunonpoTtenH Al — NoYKKn, NevYeHb, cepaue, Koxa, roptaHb
INTnszoumm — cyxom cuHgpom, HecpponaTua

fenbCoONuUH — HenponaTusa YepenHbIX HepBOB, KOXXHble U3MEHEHUS,
HecpponaTnsa y roMO3UrofT.



bnazooapro 3a enumanue!



