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AmMunonao3s

« TpyOHO Ha3eamb Kakoe-1ubo dpyaoe
3abosiesaHue, KpoMe amusioudosa, 8
rnpeocmaasJsieHUsIX 0 KOmopoOM 8
rnocsie0Hee apeMsi ripou3sowsiu 6bi
makue cyuwecmeeHHble U3SMeHeHUSs»

J1.B.Ko3noBckas, B.A.BapwaBckuu, T.B.Yeraena, E.I1.
NMpockypHeBa, B.B.PameeB. lNpakTnuyeckasa Hecpponorus 2’1998

JJoCnoBHO NOBTOPEHO B:

U. A.CapkucoBa. Hechponorusa
n amanus, 1.8, Ne 1, 2006.



icTopmnyeckme acnekTbl

m NepBoe onucaHue. B XVII Beke Bonet coo6bwimnn
pe3ynbTaTtbl HabnrogeHmsa 6onbHOro ¢ abcueccom
neyeHun n 60N1bLLON ceneseHKoUn, coaepiKallen
MHOXXeCTBO 6e/1bIX KaMHeH

(caroBasi cene3eHka).

m B 1838 r. M.Schleiden npeano)xun TepMuH «amunounpg>»
ans 0603HayYeHnss KpaxMasimCToro coaepXxmmMmoro
pacTeHUMN.



Kapn POKUTaHCKUM
Karl Freiherr von Rokitansky
(19.02.1804 — 23.07.1878)

«JINHHEeWn NaToNoOrM4YecKomn
aHaToMuUmn»

YCcTaHOBU CBA3b «CaJibHOW
6bonesHun» c Tybepkynesom,

cugmnucom, PUKKeTCHno3amMm
(1842)

B 1842 oH NpUMeHWUN 3TOT TEPMUH
ANA ONMCaHUSA yBeJIMYeHHOMN
neyeHU U cesieseHKUu npu
XpoHu4Yeckux saboneBaHunax

«CanbHoe>» nepepoxxageHue
OpraHoB OLleHMBaJ Kak
obwenaronornyeckmnn
npouecc (1844)




Pynonbcd Bupxos
(13.10.1821 - 5.09.1902)

O6GHapy»>us, 4To BellecTBo,
Bbinajarwuiee B TKaHAX

npu «canbHou 6onesHun»
PokutaHckoro, nogobHo
Kpaxmasny oKpawuBaeTcs
noaoM u HazBan ero
amunougom (1853).

Rudolf (Ludwig Karl) Virchow




Pynonbd Bupxos
(1821 - 1902)

O YTBep)paan, uto amuioup
no cBoeMy cTpoeHutro 6am3ok
Nno CocTaBy K yriesojaM U
aBnsaetTca pakTUuueckm
KpaxXxMaJioM XXUBOTHOTO
NMPOUCXOXXKAEHMUA.




August von Kekule u
Fridreich

O YCTaHOBWUIU
6enkoByro
npupoay
amMunompa

(1859)



IcTopunyeckme acnekTbl - NpoAo/HKeHne

B 1955 r. Letterer noxa3zan, yro amuionnos sABjasieTcs cMeChI0 2-X
0€JIKOB, OJMH U3 KOTOPbIX HATIOMHHAET IJI00YJIMHBI CLIBOPOTKH, A
JAPYIrou KOJLJIAreH.

B 1960 r. A.Cohen n E.Calkins npu nomMoiu 3J1eKTPOHHOI0
MHKPOCKOIA Onuca i GHOPHILISIPHYIO CTPYKTYPY aMHJIOH1032 U
XaPaKTEPHYIO B-CKIAAYATYI0 KOH(UTYPALMIO MOJIHIENTHIHBIX Henei
B aMHJIOMAHBIX Maccax.



ANUaeMumosiorma amusiomaosa

o Cpeau npuuuH XIH Ha gono A
npuxogutcs okono 1% (EDTA 1993)

+ B ckaHAWHABCKWX cTpaHax — bonblUe (B
OuHnangum = ao 19%)

+ B AHrnnn — npu Hechpobuoncum A
BbiABnaeTca B 2,8%; B UTanum —B 2,9%



[MpnynHbI pasBUTUS BTOPUYHOIO aMunonaosa

Kak n 6onblnHcTBO 3a60neBaHnmn, ammnonaos
accouununpyeTcs c onpeaeneHHbiMu dpeHoTunamm HLA-
aHTUIreHOB

NMpu Bcex ¢popmax A yawe HLA-B5 (23,3-36,5%)
Npu nepsnyHom A HLA-A9 (45,5%)

NMpu BTOpHNyHOM A HLA-1 (33,3%)

Bo Bcex rpynnax A peako HLA-A3

OtHoweHne @ K Q 1,8:1
Bo BceM mupe camas yactas hopma A — BTOPUYHbIN

peakTuBHbIin AA-amunouao3s (no E.M.TapeeBy — BTopas
OonesHb), pexe — nepBuUYHbIN AL-amunongos (CLUA ?)



MpUYnHbI pa3BUTUSA BTOPUYHOIO aMmUrnonaosa

 Nonnangus: PA (56%),Xp. nero4yHble MH(eKunumn
(11%),00ne3Hb KpoHa (5%), 6-Hb bexTepeBa (5%),
Tyb6epkynes (3%), nepnoanyeckas 6ones3Hb (2%),
numdporpaHynomartos (2%).

* Typuusna: nepnognyeckas donesHb (64%)

 Poccusa — no maTtepuanam KnuHuku um. E.M.
TapeeBa

PA, 1oBeHUNbHbLIN apTPUT, 6-Hb BbexTepeBa -
BMecTe 43%, napaHeonslaCTU4eCKUN CUHOPOM —

17%. Bo3pacTaeT porsib Xp. BOCnanuTenbHbIX
3aboneBaHUN KNLLEYHUKA.



YTo Takoe amunonagos ?

AMunonaos - rpynnoBoe NOHATHE OANS
onpeaeneHnsi 3aboneBaHnUM, NP KOTOPbIX B
opraHax u TKaHsIX OTKNnaAblBaeTCcs amunoua.

Y10 Takoe amunouvpg ?

AmMunoump — CNoXHbIN rMUKonpoTeuna, B KOTOPOM
dondpunnsapHbie U rnodynspHbie 0enKkn cBA3aHbl C
nonucaxapupavu.



CocTaB 1 CBOMCTBa aMmunonaa: ammnon BKAoYaeT
bunbpunnsapHbie 1 rmobynsapHble 6enkn, CBsI3aHHbIE C
nonucaxapuaamm

1. ®ub6punnbl, HeBeTBsLWMECS, IMHENHbIE, pUruaHbIE,
obnaparowme p-ckiaaguaroii kondurypammei.

2. He coOpaHHbIe B NYYKH TOHKHE (pUOPHJLIbI, H3BECTHBIE KAK
P- KOMIIOHEHT.

3. P- KOMIOHEHT — IJIMKOMPOTENH, ACCOIUHMPOBAHHBIH C
(GudpuIIaMH IPHU BCeX aMUJION103aX, cocTaBiseT 15-20%
o01ero 0esika. PUOPMILIILI AMUJIOU/1032 HE PACTBOPUMBI,
PE3UCTEHTHBI K NMPOTea3am.



Llenn amunougHoro Genka Monekynsi
KOHro-poT

Oubpunnel COCTOAT
u3 AByx hunameHT

B-cknapuyaTtans cTpykTypa



TpaHCTUpPETUH

AnonunonpoTteuH A-1

Fibrilaxs
47 A

S 10A

X-ray diffraction
pattern

Kanna-nerkas uenb
MMMYHOrNoSynmMHoOB

Qubpunnel
aMmunounga

»

JnekTpoHHas [lonaApu3aunoOHHaR

MHWKPOCKONMKUA MUKPOCKONUA




CBouncTBa amunounga

e CpoAcTBO K KOHIro — KpacHoMy U doritoopecLeHTHbIM
KpacuTensim, TakKMm Kak TuodrnaBuH

* [pu okpacka KOHro-KpacHbIM B NONAPU3OBaHHOM CBeTe
nMeeT ABOVHOE NPEeNIOMJIEHME U Ha cpe3ax — 3efieHoe
cBeyeHue

e TsAXecTb M HEOOPATUMOCTb aMUNIONA03a OO BLACHSAETCS
UCKITIOYUTESTbLHON NPOYHOCTbLIO CBA3en 0enKoBo-
nonMcaxapuaHbIX KOMMOHEHTOB aMmurionga mexay cooou
N C TEMU TKaHEeBbIMMU 3fIeMeHTaMMU, B KOTOPbIX OH
BbiNagaeT, a TakXKe HepacTBOPMMOCTbLIO aMunonaa v ero
YCTOUYUBOCTLIO K NpOoTea3am



Knaccndpukaumm ammnonaosa

KnuHunyeckn yaobHo pa3nuyartb

CucreMHble }’10Kaanble
(reHepanu3soBaHHbIE)

Mo B.B.CepoBy

CTap4YecKune He cTapueckue
a)3HAOKPUHHbIE

6)HeaHAOKPUHHbIE




CTtapeHue — BaXHbIn pakTop (Tpurrep),
CNoCcoOCTBYOLWUM Pa3BUTUIO aMUIONa03a

NpuunHa — kKOHPOpMaLMOHHbIE U3MEeHeHUs benka,
6paauTpocduna TkaHeun

Tpuvapga WWBapua: aMmusiongHoe nopaxxeHue cepaua,
MO3ra, OCTPOBKOB JlaHrepraHca

BospacT B rogax YacTtoTa amunounaosa
60 - 70 30%
70 - 80 40%
80 -90 80%

ECTb HEMYTaHTHbIX cTapueckuu ATTR - amunounaos



KnuHnyeckasa knaccudpukauma ammnouaosa

. MepBUYHLIN amunnonpos
Bo3Hukarowmm 6e3 ABHOU NPUYUHDI

AccouunpoBaHHbIN C MHOXECTBEHHOWU
MUerioMmou

. BTOpUYHbIN amunonaos
[Mpun XpOoHNYECKUX UHPEKLUNAX

Npn peBMaTOMOHOM apTpuUTe U Ap.
3aboneBaHUsAX coea. TKaHU

NMpu oHKONornyeckux saboneBaHNAX

. CemenHbIN (HacnegcTBeHHbIN) aMUNouao3s
NMpun nepunognyeckon 6one3Hu
MopTyranbCKun n op. BapnaHThbl

. CTapyeckun ammnounnos

. JlJokanbHbI amunonpgos



HacneacTBeHHbI aMUIionao3s

1. HemponaTtuyeckumn

C nopaxeHneM HMKHUX KOHEYHOCTEN: NOPTYrasibCK1M, ANOHCKUHN,
LBEACKUUA U Ap. TUNDI

C nopaxxeHneM BepxXHUX KOHeyHocTen: Tunbl LLiBenuapna-HamaHa,
Fepmanna-Mepunenp

2. HecpponaTnueckum

Nepunoanueckan 6onesHb V .
Jinxopaaka v 60,11 B )XuBOTE Y LUBEAOB U CULUJIMULIEB

Cbinb, rnyxoTta u nopaxeHue nouyek (Muckle-Wells) V
Mopa)xeHne noyeKk B COMeTaHUM C apTepuasibHOMU rMnepreHsven

3. KapamoMmunonaTnueckmm

[daTckun — nporpeccupyloulas cepaedyHasl Hef0CTaTOYHOCTb
MekcukaHcko-amepukaHckui: CCCY, octaHOBKa npeacepanm

4. CMeluaHHbIU

®uHCKU — AncTpocua porosuLibl U NOpaXKeHUe YepernHo-MOo3roBbIX
HepBOB

Mo3rosbie UHCYJ1bTbl
3HaykoM V oTMeYeHbl aMWIONAO3bI, BCTpevarolmnecss B Poccun



[Tlepunognyeckasi 6oresHb

CUHOHNMbI — «CeMenHasi cpeauseMHOMOpPCKas iuxopagka,
«apMAHCKaa 6one3Hb» - HacreacTBeHHasa HedpponaTuyeckas
¢dopma ammnomngosa

[lepepnaeTcs - ayTOCOMHO-peLLeCCUBHO (16-51 XpoMoOcoMa) yepes
HEeCKONbKO NMOKOJIEHUM

[MposiBnsaeTcs - y npeactaBuTernen «A4peBHUX HaUMN», npexae
BCero y apmsid, apabos, eBpeeB-cec¢apaos, HO B 50% crny4yaeB
CeMeNHbIN aHaMHe3 OTCYTCTBYeT

KnuHnyeckune NnPpoABJIEHUA:

a) peunamBupyloLlee ceposHoe unm pubpuHO3Hoe
BOcCnarieHue BucLepanbHbIX 000nou4ex,

O0)pa3BuTne amunonao3a no4vek



MaToreHe3 nepuogunyveckomn 6onesHu

B ocHOBe 3aboneBaHunA — reHETUYECKM
AeTepMUHUPOBaHHOE HapyLleHne obmMeHa
KaTexonamMuHOB

Kak BO BpemMsi npucTyna, Tak u BHe ero noBbILlIEeH
ypoBeHb AodaMumH -  — ruapokcunasbl

B neputoHearnbHOM XXNOAKOCTU CHUXEeHa KOHLUEeHTpauusa
uHrnoutopa Csa-cpparmMeHTa KOMNJIEMEHTA,
asnsaowerocs paktTopom xemoTakcmca Hentpocdpunos

AmMmunouaos npu aTom 60one3Hu, NO-BUAUMOMY, He
OCJ1I0)XXHEeHue, a NPABJIEHUE TOMN XXe reHeTUYECKOU
aHoOManuu, YTo n cama bones3Hb



MaTomopdonorna nepunoanyeckou 6one3Hu

H B TKaHsAX — pacluMpeHHble Kanunnsapbl ¢ nponudepauven
B aABEHTULUMMN, Nnenko-nmMmdcbouTapHas uu$uanpauuﬂ
CTPOMBI, BbINOT C 601bLlLUMM CcOaep)XaHueM pubpuHa.

B BosnbHbIX YacTo OLUM60YHO ONepupyroOT NO nNosoay
anneHaMuuTa, XoNeumMcTmTa, NnaHKkpeaTtuTa M T.A4.

H Mpu NOBTOPHbLIX ONepaumuax HaXoAAT CNanku



KnnHuyeckune cuMnTomMmbl nepnoanyeckomn
oone3Hm

BoJsie3Hb NpoTeKaeT C JINXOPaaKOU U NpUCTynamm
6051eM B XXUBOTE, rPyAHOMU KJ1eTKe, CycTaBaxX

B 3aBMCMMOCTH OT nNnpeobnagaHns CMUMNTOMOB
BbiaenaroT 4 popMbl 60n1e3HU

A6aoMuHanbHas
TopakanbHas
CycTraBHas
Jinxopapo4yHas



OcobeHHOCTU aMunonao3sa npu
nepuoauyvecKkomn 0one3Hu

Amunounaos AA-Tnna, Ho HacneaACcTBEeHHbIU

EcTb 2 heHOTMNA

1. [lamosio2ust Ha4UHaemcsi ¢ amak nepuoou4yeckKou
6o0s1e3HU, 3ameM nosissiIsemcsi aMmusiIoudo3

2. Bone3Hb HaYuHaemcsi ¢ amusioudos3a, 3amem

rnpucoeouHsIFOMCcs npucmyrnbl nepuoouYecKol
6os1e3HU



Bcem cbopmam nepmnognyeckoun 6onesHun
CBOWUCTBEHHO:

e Bo3HMKHOBeHME npevmmyuieCtBeHHO B paHHeM AeTCcTBe, HO
MOXeT NOoABUTLCA U NO3XKe

 XpoHu4yeckoe Te4yeHne ¢ 060CTPEHUAMU U PEMUCCUAMMU

e CTepeoTUNHOCTb NPUCTYNOB U UX AOOPOKa4YeCTBEHHOCTb
(nocne npuctynoB 6ornen UaMeHeHUA B opraHax nc4yes3ator)

« EanHcTBO NabopaTopHbIX NOKa3aTerneu
 Bbe3ycnewHoOCTb Ne4yeHus

 PasButue amunoupgosac npevnmyuieCTBeHHbIM NMopaxxeHnem
no4Yekx

e NunHamMuKa nopaxeHUA NoYeK — TMNMYHas Ans aMmmnounaosa, T.
e. nocriegoBaTeNlbHO CMEHSITCSA creayloume cTagum:
AOKINIMHUYeCcKas, NpoTenHypuyeckas, HecppoTnyeckas,
ypemMunyeckasl.



bosnie3Hb Makna - Yannca

OnucaHa y 9 60/1bHbIX U3 4-X NOKOJIEHUN aHITIMUCKNX
NPOMbILLJIEHHUKOB

HaunHaeTcs B AeTCTBE C NPUCTYNOB JINXOPaAKU C YPTUKAPHOMU
Cbinbio (KpanMBHULEN), oTEKOM KBUHKe

K 20 ropaM — TYroyxocrb, rnyxora

3aTteMm — Pa3BNBaeTCd aMnionaos novek, cesieseHku, ne4yeHn mn
T.A.

B Poccumn nono6HbI ammnonaos onucaH 0.M.BuHorpagosou B
1969r. B pycckoi ceMbe B 3-X NOKoJsieHusx, B 1980r. - 2 ceMmbu
(1-asepbanpxaHckasn), B1995r. - 1 cembA.



Knaccudumkaumsa ammnongosa no BO3, B Hactosuee
BpeMA OnnmcaHo

1993 . csbiwe 30 benkos
B ocHoBe - 6enok npeawectBeHHuK (BI1)  npeAwecTseHHnkos

CucteMHble aMmunouaosbl (reHepanmM3oBaHHbIe)

1. AA - BTOPpUYHbIU, peakTUBHbIN (BI1-SAA)

2. AL - nepBUYHbIN UONONATUYECKUN UNN
accouunpoBaHHbIN C MHOXXECTBEHHOU MUENTOMOW
(Bl-nerkue uenn NMMyHOrNooynMHOB)

3. ATTR - TpaHCcTUpPEeTNHOBDLIU (BI-TPpaHCTUPETHH)

4. A Ano A-1-anonpoteuHoBbIn (Bl1-anonpotenH A-1)

5. AB 5 M - ananusHbiv (BI1-B, MMKpOrnoGynuH)
6. A Lis — nusounmHbiu (bl-nu3sounm)

7. A Fib - ppuObpnHOreHHbIn (HedpponaTnv4eCcKkmn)
8. A Gel — rencofniMHOBbLIN (HenponaTu4eckun)



Knaccudukauma amunoupgosa no BO3, 1993 . -
npoAaosKeHue

JlokanbHbIe aMmunonao3bl

1. AANF — BI1 aTtpuanbHbI HaTpuiypeTuueckum caxkrTop
CTapuyeCcKuM SHAOKPMHHbIX aMUJI0MA03 npeacepavm
2. AIAPP — BI1 oCTpoBKOBbIA aMWUJIOMAHbIN NoAUNenTua
CTapuyeCKMM SHAOKPUHHbIA aMUIOMA03 NOAK. XK-3bl,
C HUM cBfi3aH aAmnaber II TMna

3. AB — Bl cbiIBOpOTOUHBbIN B-rNo6ynuH, LuepebpanbHbin
cTapyeckuit amunonaos, 6-Hb AnbyreMmepa

4. AK — BI1 kepaTuH, CTapuyecKkue KepaToMbl KOXXU
5. AS, ASc, ASb — BIl1 He ycTaHOBJ1€H, CTapyeckas AeMeHLuus
6. AE, AEL, AEP — BI1 KaNIbLUIUTOHMH, FMIOKAroH, UHCYJINH
onyxonu APUD-cucremsl, Bbiaensaowime ropMoHbl
7. Hectapueckunn APUD-aMnnounaos, Bo3HMKaeT B 3HAOKPUHHbIX
onyxonsx

8. AMUIOMA03 Ha AECTPYKTUBHOU OCHOBE (MCKYCCTBEHHbIE
KJ1anaHbl U COCyAbl)



KIreTKkaMmu pasnunyHbiX opraHoB U TKaHen. OTnoxeHus
amunouaa HabngarTcs NMb60 BOKPYr KonmnareHOBbIX
BOJIOKOH, JIMOO Ha 6a3anbHbIX MeMOpaHax Unu BOKpyr
PEeTUKYNSAPHbIX BOJTOKOH.

B nouykax amunoua otknagbiBaeTcsA cCHa4varia B Me3aHruu,
3aTeM BAOJSb Oa3anbHOU MeMbpaHbl KIybo4YKkoB



AMUIONaHAaNA NOYKa HECKOJIbKO yBeJindeHa B pa3dMepax,
6negHblie oTNOXeHUA aMmuionaa pPacnojiaralotTcad B KOpKOBOM
cnoe, npemMmyuieCcteeHHO B ueHTpaanoﬁ HacTn.




Knybouek, nHpunbTpupoBaHHbi amunonaom. AMopcgHbIA
rMasiMHOBbIA MaTepuas B Me@3aHIrMm U KanuinsapHbIX CTeHKaX.



[ ucTonccnegoBaHue
Cepaue AopTa

W —— Y

-.—L_l., ;s ‘ 'v,_’- e R
- OTNOXKEeHUA aMUIOMAA B CTEHKE

£ A0 T, . ‘.]""- “
Tep1osbl Muol apaa

.‘ N

\

\

-
)



Cepaue (rucronccneaoBaHme)
aTDOdJVIFI KapadnoMoumTOoE, OTINoXeHWA aMnnonaa
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NMaToreHe3 AA- amunouagosa

Bo mMHOorom amunounporeHes octaercs 3aragoyHbiMm. OH
ABNAeTCA MHOropakTOpPHbLIM U Pa3NUYHbIM NPU Pa3HbI3
cdopmax amunomnposa. OcCHoBHbIe 3BeHbA hnbpunnoreHesa
npu AA-amunnouaose, N0-BMAUMOMY, crieayroLme:

B ocTtpou (pasze BocnaneHus makpodarm npoayumpyroT
WHTEepPNEenKuH-1, 4To NPNBOAUT K CUHTE3Y B Ne4YeHU U B
MeHbLUen cTeneHn ap. TKaHAX 6enkoB ocTpou ¢pasbl, OAUH
N3 KOTOpbIX SAA (an acute-phase protein) — CbIBOPOTOYHbIN
npegwectBeHHUK AA — amunoupa.

NMpu BocnaneHusx SAA MOXeT npeBbillaTtb HOpMy B 1000 pas.
[loeblweHHbLIU ypo8eHb SAA — K/1ro4eeou

MOMeHm namozeHe3a AA-amusioudo3sa.

Pasnu4yHble MoneKynspHble BapuaHTbl SAA UMEIOT pPa3HyHo
aMNNONAOreHHOCTb




[MlaToreHe3 amunonaosa, n poAaoJIXXeHune

Pa3nunyHble MOJIeKYNnAPHbIC BapPUaHTbI
SAA UMeloT pa3Hyr0o aMUINONAOreHHOCTb

OOGbIvHO AA-amunounaos passuBaeTtca U3 SAAl1-Tuna mn He
pa3BuBaetcsa u3 SAA2-tuna

B HoBou 'BuMHee y nogen nnemeHun Papouasu AA-amunouaos
pa3BuBaeTcs 60e3 npeaLwecTBYHOLWEro BOCNaneHus; y HUX

Oblin BbloeneH SAA16-TMna

Y naumMeHTOB SINOHCKOU Nonynsauumv npy peBMaTtougHoOMm
aptpute AA-amunounanos pa3BUBaETCH TOXe U3 peaKkoro

SAA16-TMna

SAA noxox Ha C-peakTUBHbIN OENOK U eCTb Napanfnennsm B
noBbileHnn SAA n C-peakT. bernka



NaToreHes aMmuaounao3a, npoao/NKeHue

Opyrue 6enku, npMHUMaroLwme y4yactme B
amMmurnioumgoreHese:

* CbIBOPOTOYHbLIN aMUNONAHbLIU NPOTEeUH (SAP) -
HOpPMasibHbIU MEHTPAKCUH — A-TITIMKONPOTEUH
nnasmMmbl KPOBU, UOAEHTUYHbLIU aMUITONAHOMY
nporteuHy P,

e amunouayckopsrowmm pakrtop (AYD) -
rMUKONPOTEUH, CUHTE3NPYETCH U CeKpeTupyeTcs
PeTUKYNoO-3HAOoTeNMnarIbHbIMU KrneTkamMu v
Makpodgaramu. B akcnepmmeHTe noBbilWeHUe
AY® npeplwecTByeT amunouaoasy.



NMaToreHes amusionao3a, CcyMMupoBaHue

Ctaauun cbopmupoBaHuna AA-amunongosa

NMepBuYHbIA (hU3MONIOrMuecKun CTUMYN BeaeT K 06pa3oBaHuIo
6onbLIOro konuyecrea SAA

SAA cBsa3biBaeTca c JIMNBI1 u pacnpeaenserca C HUMU B
opraHax M TKaHsx, 6oraTbix Makpodaramm

NMpu Hannuumn onpeaeneHHbiX MecTHbiX pakTopos (pH,
3JIEKTPUUYECKNU 3apsaa, rmapaTtaluoHHOE HanpsihXeHue
KJ/IETOYHbIX MeMbpaH u Ap.) B 3TUX MecTax 06pa3yroTcsa Macchbl
aMunoumaa

AYO® npu xp. BocnasieHum MoXxeTt 6biTb sApoM obpa3oBaHus
aMunionaHbix pubpunn.

O6s3aTenbHoOe 3BeHO (pubpunioreHesa — cBsi3biBaHue C
rinko3aMmMHoOrnIMKkaHamm m SAP

B nanbHenwem SAA pearmpyer C HEKOTOpbiMU 6enkamu
6a3zanbHON MeMbpaHbl, YTO cnocobcrTeyeT (POpMUPOBAHUIO
aMMUJIOMAHbIX MacC.

R.Kisilevsky, I.D.Young, 1994



AA — amMmunonaos; obwme KIMHNYecKune

nposaBJjieHuns

* lopaxeHue noyek — OCHOBHOE U Hanbonee
cywiecrBeHHoe nposeneHue B 100%
(npotennypus B 100%)

* MopaxeHne gpyrnx opraHoB:

- cene3seHka 30 — 40% : yBennyeHue pa3mMepos,
(pYHKLMOHAIbHbIA rTMNOCIJ/IEHU3M
- neyeHb 50 — 60% : yBennueHue pasMeposB, NOoBbiLLEeHUe

wesiouHou poccartasbl (xonecras); USMEeHeHus Aap.
6MOXMMHNUYECKUNX NOKa3aTes/Ieh He XapaKTepPHbl

- Mnokapa 50%, HO KnIMHN4Yeckue npossieHus npu AA-
aMunonaose peaku

- KWLWWEeYHUK — MOXKeT 6bITb CMHAPOM Manabcopbuumn
(13-20%).

- MOXKeT 6bITb aMunona U B Apyrux opraHax,

HO 6e3 cywecTBeHHbIX KJIMHUYECKUX NPOoSIBJIEHUMN.



AA - amunounao3 novek; KMMMHn4YeckKkue
nposBnexHusn |

1. JoknuHu4yeckasn (beccMMnNToOMHas,

raTeHTHas) ctagusa, AnuTcsa B cpegHem 3 -5
ner.

A omknaodbieaemcsi 8 UHMepmMmeouapHOU 30He
U rno xody npsiMmbix cocyadoes nupamud. No4ku
HOpMarsibHbIX pa3MepoB. B KJTUHUKe
npeobsiadarom cumMrimomMbl OCHOBHO20
3abosiesaHus: PA, mybepkKynesa, 2HOUHO20
rnpouecca 8 jiecKkux u m.o.



AA — aMmmnnounaos noyek; KNMHNn4YeckKue
nposisneHus Il

2. [lpoTenHypunyeckas (anbbymmnHypudeckas)
cTagua, pnutcd B cpeaHem 10 — 13 ner.

A nosiesisiemcsi 8 Me3aHauu, cocydax, e0osib 6a3asibHOU
MeMb6paHbI, 3amem 800J1b 6a3asibHPOU MeMbpaHbI.
Cknepo3 u ampogpusi He¢hpoHos, 2unepemusi U
naumgocmas. [oukum yBenmyeHsbl !

lTpomeuHypusi M.6. cHa4Yana npexoodsiwasi, 3amem
cmolkasi. HecppoTuueckoro CUHApPOMA NOKa HeT



AA —amunonaos noYvek: KrimHu4YeckKue

nposBnexHus lil

3. HechpoTnyeckas (oTe4yHas, OTeYHO-TrMNOTOHMNYECKas) cTaaus,
ANUTCA A0 6 neT.

Ckrnepo3 u A M03208020 cJ10sl, Kopa 6e3 ebipaKeHHO020
ckniepo3a. [1o4ykun yBenm4yeHol !

Knurnu4yecku - Heghpomu4veckuu cuHopom. Hem
napannenusma mexxdy H.C. u koniudecmeom A 8 Kiiybouke.

Mouyeeoli ocadok «nycmou», Ho M.6. fnedkoyumsi U
apumpouyumail.



AA - amunonaos noyek: KNMHNu4YecKue

nposBrneHus IV

4. YpemMunyeckas (TepMuHanbHas, asoteMm4yeckas)
cTtagus

[Moyka MOXeT ObITb YMeHbLUeHa B pa3mMmepax !
(amurnoudHasi cMopujeHHasl no4kKa), nJIommHasi, ¢
pybuamu. Knunuka XI1H He omnu4yaemcsi om
makoeou npu opyaux XbI1. He¢gbppomuyveckuu
CUHOPOM Yauie ece20 COXpaHsiemcsi.



AA - amunonaos noyek: KNMHu4YeckKue

nposieneHus IV. AptepunanbHasa runepTeH3unsd

Mo mHeHuro M.J1.LLJep6a Al npu A nosienisiemcsi ipu
cMopuwueaHuu noYku u cesizaHa ¢ XINH. Al 6e3 XI1H
3acmaersisiem nepecmompems Oua2Ho3 A

M. JI. Lllep6a

IleHuHrpaackuu TepanestT,
OBLLLMIA aBTOp MOHorpacduu
s Lo g 06 amunougose noyek




AA - amunonaos noyek: KNMHu4YeckKue

nposieneHus IV. AptepunanbHasa runepTeH3unsd

H.A.PamHep nucana, Ymo y 17% 60osbHbIx Al
6b1eaem 0o pazseumus XI1H

KpynHbIn oTe4eCTBEHHbIN
Hechpornor.
PaboTtana B MockBe




AA - ammnnounpos noyek: peakme KnMHMYeCcKue
nposiBneHus

Bo3MoOXHble KNUHMN4YecKue nposaBneHns AA -
amurnonao3sa novyek — bonee pegkue.

m Paszsutue XINH 6e3 npotenHypum (12,5%)

m BbicTpoe pa3BuTHMe NOYEe4YHOU HEAOCTATOYHOCTMH,
(ONH y 6%) BCcnepgcTtBmMe TpoMmd03a NOYeYHbIX BEH



AL-aMmunounpoz paseuBaerca Ha poHe
MOHOKJ/IOHA/IbHOW NPOAYKUUMU NIerkon uenu

(A vnu ¢ )
MoHoKknoHanbHan
npoaykums L-uenun
1 ¢ 1 1
HeanokavecTBeHHbIN 3NOKaYecTBeHH bIN
KNOH KNOH
| 1

1 1

AMUNOMOOreHHan HeamunownporeHHan AMunonaoreHHas HeamunouporeHHasn
nerkas uenb nerkas uenb nerkas uenb nerkas yenb
BoneaHb OTNOXEeHUA MuenomHan
nerkux uenen Hetpponarms

1) nepeuuHbIi (MAMONaTuueckuin) AL-amMmunongos
2) AL-aMmunounpos y 60NbHbIX € KTMHUYECKN ABHOWN
N1asMOK/ETOUHOW AUCKpa3uen



nuaemuonsiorna AL-amunomagosa

o Yacrora AL-amunougosa B CLUA npesbillaer
4yacToTy peaKTUBHOro amusnougosa B 3 - 4 pasa

o 3abonesaemoctb AL-aMmunongo3soM cocraBnser
5,1-12,8 (m=8) Ha 1 MNH HaceneHun
B Pa3J/IMUHbIX BO3pPAaCTHbIX rpynnax
(1275 - 3200 cnyuaeB eXXerogHo)
(Kyle et al., 1992)

0 CpegHuu Bo3pacTt bonbHbIX = 62 roga,
TONIbKO 1% 60onbHbLIX MonoXe 40 ner,

2/3 60NbHBIX = MY>UYUHbI

o Ao 20% 6onbHbIX B Bo3pacTte crapwe 50 ner,
cTpagarowmx HecppoTUUECKUM CUHAPOMOM,

MOIrytT MMe€Tb nepBMqulﬁ aMmmMiiongos
(Ogg et al., 1981, Lustig et al., 1982; Moran et al., 1993)



AL-amunoumaos
— OCHOBHbIE€ KJ/IMHU4YecKue nposaBJieHUA

¢ HauanbHble CUMMNTOMBDI - YTOMJIAEMOCTb U NOXyAdHUE.
bones3Hb He Pacrio3HaeTCcqa 40 NMPU3HAKOB NMopa>xXeHu4A
no4yexk nin cepaua.

e AMMnionaos cepaua - 3acToHas cepaevHas
HEeAO0CTaTOYHOCTb, YacTo ¢ ObICTPbIM Ha4YanoM,
nporpeccupyroLlas

e AMMNIOMAO3 NOYEK — NPOTENHYPUS, HEDPOTUYECKUI
CUHAPOM, CHMXeHMe pyHKUMM novek (MHoraa
nporpeccupyrollee), 4vawe 6e3 apTepnanbHoO
rmnepTteH3un (C runoTeH3snein)

o HeBponornueckue cMMnToMbl - nepudepunyeckas
CEeHCOpHasa M aBTOHOMHAasa HelponaTus

e MenaTtoMeranusa - NIoTHasa NeyeHb, | akTUBHocTu LD



AL — aMmmnnounaos: KNMHN4YecKue
nposisneHus |

NMpuMmepHO B paBHOW cTerneHn HehponaTnyeckum
U KapauonaTu4veckum

NMopaxeHune noyvyek — (NpoTenHypus) y 82%

NopaxeHune cepaua-y 23% CH B gebrote 6onesHn, 40%
ymuparot ot CH. Kapanomeranua, CCCY, HapyLweHus
puTMa 1 npoBoa., HapyLl. d-unumn onacTorim4ecKkoro
paccnabneHus

NMopaxeHune nepudepuyecKkon u BeretTaTUBHOU HEPBHON
CUCTEeMbI: nonimHenponartua y 17%,

CUHAPOM KapnanbHOro kaHanay 29%,
opToCcTaTuyeckasi rMnoToHusA
NMopaxeHune XKT: makpornoccus y 22%, gpuapes 'y 5%



KapananbHblie cuMnToMbl AL-aMmunoungosa

* 3acToiiHas cepAeuHan HeAOCTAaTOUHOCTb, YacTo ¢ 6bICTPLIM
Hauanom, nporpeccupyiolas

* MNpaBoOXeNnyAouKoBas HElOCTaTOMHOCTb — NOBbILIEHHE
BEHO3HOro AaBneHus, WYM B TpeTbell Touke cnpasea,
nepudepuueckne oTeku, yBeiuueHne neueHu

® HU3KUK BonbTax IKI, npuzHaku uHdapkTa MMokapaa
B orcyrcTeue UBC

e IOxoKI - koHUueHTpUueckana runeprpodpuna neeoro (U npasoro)
wenypaouka npu HopManbHon (MM YMeHbLUEHHONW) ero
nonoctu, ppakuua Bbibpoca HopManbHa WU YMeHbLUEHA,
aunacronuueckan auchdyHkUUA

e !l HapacTaHue cepnetmoﬁ HEeAOCTATOUYHOCTH NpPpH
MCNONb30OBaHUU OGNOKAaTOPOB KanblUMUeBbIX KaHanos



1] avF v3 V6

LOC 50097-1503 Speed: 25 mmvsec Limb: 10 mmimV Chest: 10 mmymV | 60 - 0.05-100 Hz| HP708 04199

Electrocardiogram of a patient with cardiac amyloidosis showing
decreased amplitude of the QRS complex in the limb leads and a

pseudoinfarct pattern across the anterior leads. Conduction
abnormalities including first degree heart block and left anterior fasicular

block seen in this example are frequently present.



KapananbHbie cmMmnToMbl AL-amunouaosa

PeHTreHorpamma donbHoro 45 ner,
CTPaAarWero KapaunanbHbIM aMHITOM 0 30OM




AL - aMmunonagos: KNNMHn4YecKue
nposasneHus ll

[MopaxeHue nevyeHn y 30%; NnposiBrsieTcs
yBerfiIM4eHueM u CUMNToMamMmm Heb6OoNbLLUIOrro
xoriecta3sa (yBenun4yeHue weno4yHoun ¢poccarasbil)

[MopaxeHue ceneseHkU (yBenunyeHume)y 5%

[MopaxxeHue pecnupaTopHOro Tpakray 50%
(oxpunnocTb — A B ronocoBbIX CBA3KaX)

[MopaxeHue nonepevyHONoOsI0CaTon MycKynartypbil:
ncesgoruneptTpodpms ¢ MbilLe4YHOU CrlaboCcTbIO

Odeduumut X chakTopa n remopparum:
napaopobuTanbHble (rna3a eHoTa), B LWUTOBUOHON
Xere3e, Haano4Yye4YHMKax, Mo4yeBOM ny3bipe U T.4.

CopepkaHue nrna3mMaTUYeCKUX KNneTok B KOCTHOM
MO3ry — 5-10% (HopmMa < 4%npv MMesTIOMHOUN OONe3Hu >
12%)



Wdney |66%)

HACTOTA
MOPAXXEHWA

PA3JINMHbLIX
OPIrAHOB

NP1 NEPBUYHOM
AMW/IONAO3E

NOYKM 46%
cepauye 30%
neyeHsb 9%
XKT 7%

neputepnyeckasn
HepBHas cucrema 5%

MATKHE TKaHH 3%



I naza eHoOTa» — 3KXUMO3bI ﬂEDMODﬁMTaﬂbeIX cocyaosB

YDOONEHOro CNPOTEUMHYPUEU NO UCKNHMNEHUKU TPAEMbI, TROMDOUWTONEHUM U HAPYWEHUNA
CUCTEMbI CEEPThIBEAHUA - A0CTOBEPHbIK NPU3HaK nepeudHoro (AL)amMunonnosa.

- M

Fome 1o sy vaulderkom & oo (ND I 2009 15,8 125



Knou K AMarHocTMKke aMuionao3a — NOAKOXKHbIe reMopparvm,
BKNOYan nepmopbutanbHbie obnacmm



AL-3aMMnonaos - MHOWABTPAUMA MANKMX TKaHEeW



JNMokanbHbIE
nposiBrneHus
amurnouago3sa

¥




A 66-y=ar-old man presented with a
two-year history of fatigue, paresthesia
of the legs and feet, weight loss, and
shoulder enlargement, with limitation
of movement. On physical
examination, penordital ecchymoses
(the “raccoon” sign) and infiltration of
the penarticular tissues of the
shoulders wers found. A Bicpsy
specimen of abdominal fat that was
stained with Congo r=d was positive for
amyloid, and s=rum monocional
paraprotein (lambda light chain) was
getected by immunoelectrophor=sis. A
bone mamow Diopsy specimen
contained 30 percent plasma celis. The
patisnt was enrolled in a chemotherapy
protocol but died two months later.
Although amyloid infiltration around
articular structures s rar=, the

- "shoulder pad” sign that resuits from
" amyloid deposition in penarticular soft

)

- tissue i= pathognomoenic for

e ' immunoglobulin amyloidosis. It has
Dee=n suggest=d that kappa III vanable
ight-chain amyloid prot=ins have an
increased predilection for soft-tissue
deposition.

-

~

\\ B
o

:

«lneun conpara» Carlos Geraldo Guerr=iro de Moura, M.D.
np1 NEPEMYHOM aMmMIonaose Sérgio Pinto d= Souza, M.D.
Hospital Santo Antonio
Salvador40.420-000, Brazi



CoOcTBEeHHoe
HaOngeHue:

«Mrieum congara»
Npv NepBUNYHOM
amunongose




JlokanbHble
OTIIOXEHUS
amunounga B
obrnacTu
nnevyeBblX
cycTtaBoB npu AL-
aMmmnnongose




Makpornoccusa npu AL-amnnonaose




HempoTtunyeckmun cnHgpom npu AL-
amunoungose




[lnarHocTnka ammnongosa |

 KnnHunyeckasa KapTnHa (aHaMHe3 N 00 bEeKTUBHbIE AaHHbIe) —
MOXeT ObITb HegoCcTaTouHOU And o6ocHoBaHuA aunarHo3a. Ho
criegyeTt oobpatuTb 0Co60e BHMMaHME Ha:

Hu onun » TPOoMOOLUMNTO3 C MarbiMU pa3MmepamMu

13 9THX P> Xapaktep AUCNpPoOTeNHEeMUMN — yBerin4eHume y- .
[pu3-

HAKOB » cHmxeHune Ca B KpoBU

HE SBJIA- / dHeMUur

eTcs » npu Y3U - yBenuueHune no4vek + 2 cM. OT HOpPMbI,

J0CTO=
BEpHBIM Nne4vyeHu, Cerfie3eHKu

e Ctapble MeToabl C KpaCKaMM (KOHro KpacHbIN, METUSIEHOBbLIN
CWUHUN) HE NPUMEHSATDb, T.K. 30% aHarnu3oB
NOXXHOOTpUUaTenbHble N 20% - NTOXHOMONOXUTESIbHbIE.



[lnarHocTtuka amunoungo3sa ll

Bunoncusa nopaxeHHbIX OPraHoOB — NMOYKU, NMeYeHwu,
cene3eHKMU - HaMbonee TOUYHbIN U HAAEXHbIX MeTop,
AnarHocTtukm amunounagosa. UHpopmaTuBHoCTb 90-100%. Ha
OOKNMUHUYECKOU cTaaumn 3TO eAUHCTBEHHbIN MeToA.

Bbrnoncuna cteHKn npsaMoun KULWKu nHchopmaTtuBHa B 50-70%

Buoncusa cnusmncTtoun AecHbl HUKOraa He OOHapyXXuBaeTt A
Ha OOKITMHNYECKOU U NPOTEUHYPUYECKON CTaaNAX U TONbKO
npu pas3sutun XIMH - B 50%

Bo03MOXHbI TaKxe buoncusa nevyeHn, KOCTHOro moa3ra (npw
AlL-amunoungose — nnasMmouuTbl 5-10%), acnmpaumMoHHas
Ononcus NOoAKOXHOMN XXMPOBOU KNeTHaTKn



HoBble MeToAbl ANArHOCTUKM
aMUnjiongosa

e AmMunouaHbie pubpunnsol (B oTnnumne
OT Aeno3uToB HedbubpunnapHbix
Nerkux uenein) »xagHo NnpucoeauHaT
anonunonporevH E n CbiIBOPOTOYHbIN
P-KOMMNOHEeHT aMmunounaa.

. e BblCOKOYYBCTBUTEsIbHbIN MeTOo
ANArHOoCTUKM, ocobeHHO BTOPUYHOro
amMunouaosa — cumHTUurpacgpus

.. C TexHeuueMm, MeyeHHbIM SAP.

- M30TONn 3axBaTbiBaeTcCHa Cesie3eHKOMN,
noykon (>80% ), HagnNnoYeuyHUKaAMM
(50%), neueHbro (25 - 50%).

e HepocrtaTtku MeToaa: nNnnoxo
. BbIABNAETCA KapAnanbHbIA
aMunionaos, BbiCOKass CTOMMOCTD,
BO3MOXXHOCTb NepeHoca nHpekummn
c SAP.




OuddepeHumanbHasa AMarHocTukKa
AA u AL TNOB amunouposa

NMpusHak AA - AL-
aMurnoungos | ammnonaos

Xp. BocnanuTtenbHoe 3aboneBaHue eCTb HEeT
Bo3pacTt B cpegHeMm = 40 net >65 net
Oedununt X chakTopa HEeT €CTb
femopparnyecknm CUHAPOM, penko Y4acTo
napaopouTtarnbHbie remopparmm
[MnasmaTusayma KOCTHOro Mo3ra, 4acTo HeT eCTb
— 6enok beHc - [1xxoHca
Makpornoccusa HEeT eCTb
OpTocTtaTnyeckasa runoToHuUs, HeT eCTb
CUHAOPOM KapnanbHOro KaHana
KapanomuonaTtus penko 4acTo




TeyeHne N NporHo3 ammnonaosa

e [lporHos 3aBucuT ot hopmbli
A, CPOKOB AMArHOCTUKU U
cTeneHn BOBrie4YeHuUs
’KN3HEHHO BaXXHbIX OPraHoB

e Te4yeHue cucremHoro
amunounpgo3sa
nporpeccupyroLiee, npu
AL xyxe, yem npu AA

BepkuBaeMocTh 001bHBIX A= amunongo3zom
no naHHeiM knmnankd Mayo, 229 ciydacs, 1983r.

KnvHun4yecknn npusHak OnNUTenbHOCTb XU3HU
B CpeaHeM B MecsLlax
3acToMHaAa cepaeyvyHas He4OCTaTOYHOCTb 6
CuHapomMm manabcopoumm 7,7
OpTocTaTuyeckasa runoToHus 9
HedpoTtnueckun cuHgpom 17

Nepudepuyekaa nonnHenponaTma 56




TeyeHue n nporHo3 AA-ammnongosa

 [pwu ectecTtBeHHON 3BONOUUN AA-amunounposa
TepMUHanbHasa noyevyHass He4OCTaTO4YHOCTb Y 33%
OONbHbIX - Yepe3 5 fieT OT BbIABNEHUA MPOTEUHYPUU (NMpU
nepuoanyeckomn 6ornesHu —y 52%)

e Y56% -4epe3 10 neT TepMuHanbHas noye4yHas
Hea4oOCTAaTOYHOCTb (MPU NnepnoanyYeckon 6ornesHn —y 76%)

e Y20% TepMUnHalnbHas novyevyHasds HeAOCTATOYHOCTDb
pa3BuBaeTcsd yepes3 3 — 6 MecsLeB



IleyeHne amnnongosa — oowme 3dKOHOMEepPHOCTH

«IIpex e Bcero Hag0 UCXOAUTh U3 TOIO,
YTO aMMUJIOMA03 NPAKTUYECCKU HE JICUUTCS
b.W.1ynyTko

KpynHbin oTeyecTBeHHbLIN Hecponor
Pab6otaet B CaHKT lNeTepOypre
lNMpodeccop kahenopbl BOEHHO-
MOPCKOW rocnutanbHON Tepanunmn
BMA




JleyeHne ammnnongosa — ooLMe 3aKOHOMEPHOCTHU

Amunounnos - manokypabenbHoe 3aboneBaHune

 Cnyyam paccacbiBaHUAA aMUITOUAHbIX MacC BO3MOXHbI, HO
KpanHe peaku (eANHNYHBI)

e Bo Bcex Takux CriyYasdaX paaguvuKarnibHO JIMKBUANpPyeTCAH
UMCTOYHUK CbIBOPOTOYHOIO benka - npeawecrTBeHHUKa

e YnyuylieHue — TONbKO NPn CHUXKEHUU YPOBHS
CbIBOPOTOYHOro 6enka - npeawecTBeHHUKA



NleyeHune AA-amunouvpo3sa l

Bo3MOXHO paHHAA U adphpeKkTUBHaA Tepanust OCHOBHOIO
3aboneBaHus (4acTo onepaTUBHOE Ne4vyeHue)

NMpu PA - anutenbHoOe nevyeHue UMTocTaTukamMmm
(umknodocdaH, xnopambyuun, metoTpekcar) A
BO3HUKaeT pexe, a npu yxxe passuBliemMmcs A
HaOnagaeTcA yMeHbLIeHNe ero KNMHN4YeCcKnx
NpPoOsiBNEeHNN BMNJ1OTb A0 NCYe3HOBEeHNA HedppOoTHUYEeCKOoro
cuHgpoma

NMpu 3TOM NoYeyHble PYHKLUUN OCTAKOTCA COXPaHHbIMU
Ha ANUTenbHbIU CPOK (Y 75% B Te4yeHue 10 ner)

OumeTtuncynodokeuna (Adumekcupn) 1-5% p-p, Ao3a -
10r/cyT. Te4yeHue He MeHee 6 MecsALeB

Mpun aTom HopmanuayeTca C-peakTUBHbIN OeoK
U, BepPOSITHO, SAA



KonxmuuH

e in vitro 6nokunpyer
obpasoBaHue
aMunongycunuearoLiero
¢dakTopa, TOPMO3UT CUHTES
M cekpeuuro SAA

¢ 3cpchexkTUBEH
B npoduUnakTuke
M NeYyeHMn amMmunongosa
y 60nbHbIX
cpeaAn3eMHOMOPCKOW
NINXopaaKon

e B Ao3e 1,5 — 2 Mr/cyT Moxer
NPpUBECTU K peMUccum
HedpoTUuueckoro
CUHApoOMa




JleueHne AA-amunounpo3sa ll

* [pun nepuognyecKkon 6one3Hu — ofiMTesribHoe
(NOXXM3HeHHOEe) NPpUMeHeHue KonxmuuHal

e MexaHu3m AenUCTBUSA KONXULIMHA:

- brnokupyeTt obpasoBaHne aMmunonaycKopsoLiero
dakTopa

- UHFTNOMpPYeT CUHTE3 N ceKpeuutro SAA

- BNIUSIET Ha XeMOTaKCcuc NnonumopdHO-aaepPHbIX
NIeMKOLUNTOB KpOoBU

e [No3a konxuyuHa - 1,5-2 mr/cyT., npu passutumn XI1H
[03a CHUXXaeTcH



JleueHune AA-amunounaosa B ctTaauu
HedopoTUYECKOro cuHapoma

* JleyeHne ocHOBHOro 3aboneBaHuA

e CumnTomaTuyeckoe nevyeHune HehpoTUYECKOro cuHapoma u/mnu
XINH

 [Oueta: 6enok - 1r/kr/cyr.
- n3dberatb NPOAYKTbI, coAepKaLlume Ka3enH: MOJIOKO, Cbip, TBOPOT,
- NPOTUBOMNOKa3aHbl TeNIATUHA U rOBsAAAMHA, NOKa3aHa 6apaHMHa
- NOKa3aHbl Kpynbl (MepnoBas U f4MMeHHast), My4YHble u3gerius, oBoLLM,
- Cbipasn ob6apeHHasa ne4vyeHb 80-120 r/cyT (NUwWeBana nobaBkKa)
e KonxuvuuH (HaumHaTb ¢ 1 Mr/Kr, AOBeCTU A0 2 Mr/Kr)
 YHUTUON — HaYMHaTb € 3-5Mn 5% p-pa, AosBecTtn A0 10 mn/cyT B/M™,
Kypc — 30-40 aHen 2-3 pa3a B rog
« OMCO (aumeTtuncynbdokena, ammekcun) 1-5% p-p 10r/cyT
e fenarun-0,25 Mr 2 pa3a B feHb 1-2 roga



JleyeHuUe
peakKTuBHoro AA amuioungosa

= HoBas rpynna npenapartos, BJIMAOLWMUX
Ha npouecc obpasoBaHua pUbpUNNAPHLbIX

6enkos

» 4-nopo-4-ge3oKcnaokcopyobmumnH
(ucnbiTadH npu AL aMmunoungose)

= HUWU3KOMOJEeKYy/NApHble aHMOHHble cynbdoHaTbl uu cynbdarthl

= MPUMEHSAITCH B 3KCNepuMeHTe TepbyTtanmH, aMMHO(MUIINH,
6pedenauH, BnuawLwMne Ha geneumio SAA reHa v
TopMo3fAliMe cBA3biBaHue SAA c peuenTtopamMm

FMANKOJIN3NPOBAHHDBIX NPOAYKTOB

= HOBble aHanorun N-aueTunrnrwKozamMmHa TOPMO3AT

CBfi3blBaHue renapaHcynbdarta u ero nporeornmKkaraHa
nepnekaHa ¢ amunonarbiMmu pubpunnamm



JleueHue
peaktuBHoro AA amusioumaosa

= TpeTbs pa3za KIMHUYECKOro UCCiefqoBaHUSA, CpaBHUBaKLWero
achdekT npenapara Fibrillex® (Neurochem [International]
Limited, Gibraltar), uMmutupyrouwero rimko3aMmmMHOriMuKkaHbl,
nnauebo y 183 60nbHbIX CMCTEMHbIM AA aMUTIONA030M.
Fibrillex® cHu3un Ha 54% pUCK yABOEeHUSA CbIBOPOTOYHOIO
KpeatuHuHa (P = 0.027). TopMmo)xeHusa Bzanmogencrtema NArl c

amMunouaHbiMu pmnbpmunnamm — cambin obewlaroWwinii noaxon B
NneyeHUn aMmmnounaa Bcex TUMNOB.



JleyeHue AL-amunounago3sa

Cxema 1

Linknnyeckoe nepopanbHoe npuMmeHeHne menbdonaHa
(0,15-0,25mr/Kr/cyT) n npegHu3oroHa (1,5-2,0Mr/kr/cyT)
no 4-7 gHeu Kaxgble 4-6 Hegenb B Te4eHue roaga go
AOCTUNXEeHNA KYypCcoBOU [,03bl 600 Mmr.

Cxema 2

NMepopanbHO MenbdgonaH B ao3e 4Mr/cyT — 3 Hegenm,

3aTeM nepepsIiB 2 HeA., 3aTeM B Ao3e 2-4 Mr/cyT — 4 oHA
B Heent NOCTOAHHO A0 AO0CTUXEHUA KYPCOBOU A03bl
600 MrB KOMOMHaUUu ¢ NPeaHN30SIOHOM



JleyeHue AL-amunounago3sa

Cxema 3

BHyTpuBeHHOe BBeAeHMe BbICOKUX 03 MenbdgonaHa (100-200
Mr/M2 NOBepXHOCTU Tesla B Te4eHue 2 gHeun) c nocneayrolen
TpaHCNNaHTauMeun ayTonormyHbIX CTBOSIOBbIX KIETOK.
Pemuccus 6onee yem B 50% cny4yaeB, HO BbICOKas fieTanbHOCTb

Cxema 4

BHyTpuBeHHOe BBeaeHMe aeKkcameTa3oHa 40 Mr B TeuyeHue 4
AHeun Kaxable 3 Hegenu — 8 LMKNOB

Cxema 5

BHyTpuBeHHOe BBeAeHUe AeKcameTa3oHa 40 Mmr B 1-4-1, 9-12-1,
17-20-n gHW 35-AHEBHOrO UM1Kra, 3-6 LMKNOB C NocrieayoLwnum
npuMmeHeHnem anbda-nHTepdepoHa B Ao3e 3-6 MIH. e4. 3 pa3aB
Hegeno

Cxema 6
Cxema BUHKpuUcTuH — [lokcopndyuuH - lekcameTta3oH ( VAD )



JleueHue AL-amunounao3sa

e [Mpwn 3acToOnHON cepaevYHON HeAOCTaTOYHOCTU —
orpaHun4vyeHue conu Ao 1-2r/cyT,(npn oTCyTCTBUMU
OpPTOCTAaTU4YE€CKOU rTMNOTEeH3nn), MaCCUBHbIE A03bl
MOYeroHHbIX, Nepecaaka cepaua

 [Mpun opTOCTAaTUYECKOU NTMMNOTOHNU — MNOBbLILWEHHOE
copepXxaHue B AMeTe nNoBapeHHOM Conu —6 r/cyT.( npw
orcytcTBun CH n HC)

* [pun gnapee — gueTta c NOHUKEHHbIM coAepXXaHuem
XXUPOB, KfleTyaTKku, nonepamma, CUMNToMaTn4yeckoe
neyeHwue.



JleyeHne amunounao3sa Nnovek npu
TepMUHaNbHOMN NOYEe4YHON HEAOCTAaTOYHOCTHU

e Ouanus3Has Tepanus: 6osribHbIe XXUBYT CTONbKO Xe,

CKOJNbKO U Apyrue 60onbHble C CUCTEMHbLIMU
3aboneBaHNAMUM

 Peabunutauusa Ha gnannsHou Tepanum — boree Yemy 60%
OonbHbIX NpU 06omnx TUnax (AA u AL) ammnonaosa novek

 TpaHcnnaHTaunsA NOYKM:

- B cpeaHeM 4Yyepe3s 3 roga pa3BMBaeTCcAa peaMunonaos
nepecaxeHHOU NOYKHU

- NpoAoIKeHue nevYeHna peamunongosa npoanrneBaeTt
XU3Hb A0 15 neT



anIHLanbI neyvyeHusa Apyrux ammiionao3oB

 [Mpu ATTR-amunnounpo3se — TpaHcNaHTauus neyeHu
(MecTO BbIPabOTKU TPAHCTUPETUHA)

¢ an/I JNMMOKAJIbHbIX aMUUIToONgo3ax u CMMINToMax
cAaBJiIeHUA — XUpyprmyeckoe rie4eHue
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