KA3AXCKHH HAITHOHATbHBIH
MEJHIUHCKHH YHHUBEPCHTET HMEHH
CJA.ACOEHTHAPOBA

CAACOEHTHAPOB ATBIH/TAFBI
KA3AK YITTBIK MEJHITHHA YHUBEPCHTETI

byupexk aMHJI0U103bI
AMMIIOHUI03 MOYECK
Kidney amyloidosis

Bpau-untepn: KYPBAHOBA INIEPU3AT



AMMJIONI03 — rpy1ia 3a0oneBalui,
OTJIMYUTEIIbHBIM OPHU3HAKOM KOTOPBIX SBJISICTCS
OTJIO;KCHME B TKaHAX Y OpraHax (pruOpHUILISIpPHOTO
IJIAKOIIPOTEN/ 1A — aMUJIOUA.
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Amunonno3 cenesenku. OTiaoxeHue amuiaouaa mo nepudepun doumkyna. Puc. 2.
OT1inoxxeHne aMIIonIa B MO3TrOBOM BellecTBe Imouku. Puc. 3. OTioxeHne aMHUJIOnia B
KaMWJUISIPHBIX TeTIAX Kiyoouka modku. (Puc. 1 — 3 — okpacka KpaCHBIM KOHTO).



Pyoansgp /Tioosuz Kapi Bupxoe
(1821—-1902) — Hemeyxuii epau,
nAMONO20AHAMOM, 2UCQATIO0Z,
Pu3u0N02. OCHOBONONONCHUK
meopuu K1emouHou Namoao2u
8 Meoul{ure

TepMuH aMuI0M 103 OBLI
npeanoxeH B 1853 roay P. BupxoBbim.
OH 110Ka3aJ1 4TOo IIPU 3TOM
3a00JICBaHUM B OpraHaXx IOSBISETCS
BEILIECTBO, KOTOPOE KPACUTCA HMOJIOM
nogo0Ho kpaxmaiy. Jlo Bupxosa
3a00JI€BaHUE OBLIO OIMCAHO IO
Ha3BaHMEM CaJibHasl 00JIE3Hb 3a
MUKPOCKOIIMYECKUN TIPU3HAK
aMHJIOMJI03a - OpraH IIpHuooOpeTaeT
CaJIbHBIM OJIECK.



Kiaaccupuxanus
Tunsl aMuI0MaA U COOTBETCTBYIOUIME (DOPMBI AMUJIONT03A

beaox benox- Kanmaugecxkan dpopma amuionaosa
AMMJION | HIPDEAINECTBEHHHMK
AA SAA-Genok Bropuunbiii aMIwIomn 103 npM XPOHHYCCKHUX
BOCNAITMTECIBHbBIX zaboneBanmsax, B TOM yHucne
NnepHoan4eckoii Sonesznn u cnuapome Makna-VYoasuica
AL A. K-JIErKMe uenM | AMMIIOMI03 NpH  IUIasMOKJICTOYHBIX JMCKpa3susax —
MMMVYHOIJIOOV/IMHO | HAMONMATHYECKHIT, np4 MHMEJIOMHOM Ooneszun 2]
B3 MmaxkporaooyanHemun Bansaencrpema
ATTR TpauncruperusH Cemeiinbie dhopmer NMOJIMHEHPONATHYECKOIo,
KapaMonarm4ecKoro ¥ Ap. aMuiiioMa03a, CHCTEMHBbIH
CTAP4YECeCKHMIT aMHJIOM 103
AB2M B2- Jlmanm3ubiii aMHMII0M 103
AGel Feaconu DOuuCKAS CeMEeNHAR AMMIOMIHAY NOoMHHeInonaTys
AApoA | ANOMNIONPOTEHH AmvunomaHas nonuuaeiliponarus (111 Tun, no van Allen,
i A-1 1956)
AFib DOubpuHoOreH AmvunonaHas Hedponarms
AP pB-6enox bone3us Ansureiimepa. CHHIAPOM Jayua,
HAC/ICACTBCHHbIC KPOBOM3/IMSAHMWUSA B MO3I &
amutomwao3om_ I onnauaus
APIrpP IIpuonossiii 6enok | boneszns Kpeiitudensaa-Axkoba, 6one3ns I'epcrmanna-
Scr IlIrpavccaepa-llleiinkepa
AANF I'lpeacepansiii H3zonuposaHHbIiT aMIJION 103 npeacepanii
HATPHMHYPETHHECKH
i1 dbaxkTop
AIAPP AMUINH H3zonmmposanHblii aMmMi1oM103 B ocrpoBkax Jlanreprauca
np#u caxapHom auadbere Il Tuna. Macyaumuaome
ACal IpoxanbuMTOHHMH Ilpu MmeaynspHOM pake LM TOBHIIHOM >Kelle3bl
ACys ILlicrarna C HacneacrBeHHbIC KPOBOM3JIMAHHSA B MO3I C

amutonno3zom, Mcinauaus




KiauHnyeckas Kjiaaccupukanus aMujIona103a
nepeuUHbLIL AMUIOUO03:
| BO3HMKAIOIKK 0€3 IBHOW IIPUYHHBI;
| accOMMPOBAHHBIN C MHOKECTBEHHOW MUEIIOMOU;
8MOPUUHDBLI AMUTIOUO03:
| Ipy XpOHUYECKUX NHPEKIIUSIX;
| mpu peBMaTOUIHOM apTPUTE U JPYTUX
3a00JIeBaHUIX COCAMHUTEILHON TKAHHU,
| IpA OHKOJIOTHYECKUX 3a00JICBaHUSX;



CEMEUHDBLU (HAC1e0CMBECHHBLIL) AMUIOUO03:

] Ipy NepuoOIMYECKON OOJIE3HHU;
] mOpTYrajabCKui BapuaHT U Apyrue (pOPMBI CEMEHHOTO
aMHUJION1034;

cCmapyeckui amuiouoos

JIOKAIbHBLU AMUIOUOO03

HAC1e0CMEECHHbLI AMUIOUO03:

HeuponamuuecKkui
] ¢ mopak€HUEM HU>KHUX KOHEYHOCTEH: TTOPTYTAIbCKUH,
ATTOHCKUU, IIBEACKUN U IPYTUE TUIIBI;
| ¢ IOpaX€HUEM BEPXHUX KOHEUHOCTEM: TUIlbl [1IBEenapus-
Nunuana, ['epmanug-Moapusenn;



Hegponamuyeckui:
] meproauyeckas 00JIC3Hb;
] nuxopajika u 00U B )KUBOTE Y IIBEAOB U CULIUIUMIICB;
] codeTaHue ChIIU, TIIYXOThI U MOPAXKECHUS [TOYEK;
| MOpaX€HUE MOYEK B COYETAHUU C aPTEPUATBHOM TUIIEPTEH3UEMH;
KapoOuomMuonamu4yecKkuu:
] TaTCKUK — OPOrpeECCUPYIOIIAS CEPJICUYHATHENOCTATOYHOCTD;
] MEKCUKAHCKO-aMEPHUKAHCKUH — CUHAPOM CIa00CTH
CUHYCOBOTO y3J1a, OCTAHOBKA MPEACEPAUM;
CMEUAHHbLU:
] GUHCKUN — JUCTPO(HS pPOTOBHUIIBI U MOPAXKECHUE YEPETTHO-
MO3TOBBIX HEPBOB;
] MO3TOBBIE UHCYJIBTHI.



Kannuyeckue cTaauu aMHJI0H103a MOYEK

Cranus

Kannugeckoe nposiBienne

JloxnmHnyeckas uiM jateHTHas (OeCCHMNTOMHAA) CTaaus — aMHJIOU]
[PUCYTCTBYET B HMHTEPMEJMAPHOKM 30HE M MO XOAY MPAMBIX COCY/OB
NUPaMUIOK Pa3BUBACTCA OTEK M ouyard ckiaeposa. Cramus miurcs 3-5
Oonee sier. B 9TOT mepuoj mpu peakTHBHOM aMUIONZ03€ MpeodsaatoT
KIIMHUYECKHE TIPOABJICHUA OCHOBHOTO 3a00JICBAHUS (HAMPUMEpP, THOMHOIO
[poLecca B JIErkuxX, Ty0epKyie3a, peBMATOUIHOrO apTPUTA U T. 11.).

[Iporeunypuyeckas (anbOyMUHYpHYECKAs) CTAAUS — AMUJIOM] TIOSBJISACTCS
[PEXK/IE BCEr0 B ME3AHI MK, B NETIIAX KAMUJLIAPOB, B MUPAMUIAX H KOPKOBOM
BELECTBE TIJIOMEPYJ, B cocymax. PassuBaiorcs ckiepo3 u - arpodus
He(poHOB, runepemus u mumdocras. [louku yBeanueHsl i MIOTHBI, MATOBO-
Cepo-po30BOro 1pera. [Iporennypus B Hayase BbIPOKEHA YMEPEHHO, MOKET
KaKOI-TO MepruoA ObITh Jake MPEXOAALICH, YMEHbIIATLCSA U YBETUYUBATHCH,
HO 3aT€M CTAQHOBMTCS CTOMKOW (CTaius MepemMeKaroleics mpOTeUHypHH).
Hekoropeie uccnenoBaren BbIACISAIOT B OTOM CTajuM JBa MEPUOJA:;
CEJICKTUBHOM 1 HECENEKTUBHOM MPOTeHHypuu. [IpoaomkuTesHoCTh Craiun




ot 10 no 13 ner.

Hedporuueckas (oreuHas, OT€YHO-TUNOTOHUYECKAs) CTAAUs — AMUJIOUHO-
JIMNOM/IHBIA Heppo3 — aMmiona BO Bcex otraenax Hedpona. HMmerorcs
CKJIEPO3 U aMHJIONU/I03 MO3TOBOIO CJIOS, HO KOPKOBBIii CJ10#1 0€3 BbIpaXKEHHBIX
ckaepoTuueckux uaMeHeHuil. [IpopomkurensHocTs craauu a0 6 ner. Kak B
MPOTEMHYPUYECKON, TaK U B HE(POTHHYECKOH CTAJMU MOYKH YBEJIHYEHBI,
na0THbIE (00nbIIAs canbHas novka). KiimHudecku 3ta crajus nposiBiIseTcs
KJIACCMYECKUM HE(PPOTUYECKUM CHHIPOMOM CO BCEMH €ro NMpHU3HAKaMu: C
pa3BUTHEM MACCUBHON NMpPOTEHMHYpPUH (¢ morepeit Oenka ¢ moyei 6osee 3-5
rpaMMOB B CYTKH), THUIONPOTEUHEMHH C  TUNOAILOYMHHEMHUEH,
FUTNIEPXOJIECTEPUHEMUH, JIMITUIYPUU C OTEKaMH JI0 CTeneHu aHacapku. B
MOYEBOM OCA/IK€ HAXOAT F'MAIMHOBBIE, A 10 MEPE HApacTaHUs MPOTEUHYPUH
—  3€PHUCTBICE LWIMHAPHL. BO3MOXKHBI  MHKPO-M  MakporeMmarypwus,
nedkouuTypus 6e3 Npu3HaKoB NUeIoHepUTA.

Ypemuueckass (TepMHUHAIbHAA, aA30TEMHYECKas) CTaausi — aMUJIOU/HAS
CMOpULICHHAs MOYKa — YMEHBbLIEHHAss B pa3Mepax, IUIOTHas, ¢ pyOuamu
noyka. XpOHHYECKas IOYe€YHass HEJAOCTAaTOYHOCTb MaJl0 OTJIMYAETCS OT
TAKOBOW Mpu JApyrux 3adosneBaHusx noyek. CyuTaercs, 4ro B OTJIUYUE OT
riomepyjonedpura, npu koropom Hacrymienue XIIH, nporekatouei c
[MOJIMYPHEH, MOKET NMPUBOAUTDL K XOTS Obl HACTHYHOMY CXOXKIACHHUIO OTEKOB,
NPy aMUJIOM03€ A30T€MUsi Pa3BUBACTCS HA (JOHE HU3KOro apTepPHAIbHOIO
J1aBJICHUSI U HEPOTUYECKOrO CHHAPOMA.




2) /lnarsocTH4ecKuii aropuT™:

Cxema — 1. JluarHocTH4eCKHil ITOPHTM aMHI0H103a NOYEK.

‘ Kanodsl AHamues !
* ¢1a00CTh, NOBBILIEHHAS YTOMIAEMOCTS, * noTeps Beca,
*  10710BHas 00Ib, *  HAAHYHE MOHOKIOHATBHON raMmanaruu
* OTEKH Ha HOrax, pyKax H Jmue, HEACHOI0 I'eHesa,
* MOBbILIEHHOE APTEPHATLHOE 1aBICHHE, * XPOHWYECKHE BOCTIATHTE/IbHbIE (THOMHBIE)
* TOIIHOTA, JHapes (MoHOC), v 3a00/1eBaHNs,
* Gomn B ofnacT cepaua; DuzukabHoe 00cae108aHNe *  XPOHHYECKHE HHOEKIHH,
*  00/IH B MBILLILIAX. * HACJEACTBEHHOCTH

A 4 A4 A

OBumit ocmorp: AyCKyabTalus: Mansnauns:
* nepuopOHTANLHAA NypIypa; *  BO3IMOKHO HATHYHE »  OTEKH HIAKHHX KOHEYHOCTEI;
¢ MakporjiocCus XapakTepHO 115 NEPBHYHOIO “apvmeum cepnequoro p“ma- ¢  VBCAHHCHHE NEYCHH M CCIIC3CHKH,

aMIION103a;
*  O/blIKa NPH (PHIHYECKOH HATPY3KE,
*  NPH3HAK HATUICYHWKA,

» NapecTe3ny,

« cnactiyeckue 6omu B KKT;

»  BO3MOKHO HATHYHE YBETHYCHNS NOA4ETIOCTHBIX
CTHOHHRIX ®ener

J
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JlaGoparopubie Hccne10BaHuA

o o0umit anam3 KpoBH (aHeMMA, NEHKOLUMTO3,
nossitenne COD),

* obuwmit aHanu3 MOYH (nporeunypus,
MHKPOTreMartypus, acenTuyeckasn NeHKOUHTYPHS),

* OHOXuMHYECKHil aHam3 KpOBH
(runonporenHemus, runeprioGyMHeMus,
PHIOHATPHEMHUS, PHIONPOTPOMOHHEMHS,

FHIOKAIbIHEMHA, I'HHCPXOJICCTCPHHCMHR),

4

anrpyucnmbuuc HCCIICI0BAHHA

4

[Npeasapurenbhbii Anarkos

Koucyasrauus wedponora

V3U oprasos OpiowHoli noaocTH M noyexk -
BH3VAIMHPYIOTCE  YBEJIMYCHHBIC  VILIOTHCHHBIC
no4kH (60abLIKE KHPOBLIE NOYKH).
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JlnarnocTHueckui Tect

Pesyabrar

| buoncus Tkaneii:

JI1s  MAarHOCTUKM  aMMIION03a  HEOOXOAMMO, 4YTO  Obl
| OTNOKEHNS B TKAHSX B OHONICHITHOM MatepHane NoJoKHTENbHO
okpaiiBaiuch 10 Kouro kpacwomy (11). MoxHo yBuaers
APKO-3€JIEHOE  JIBYJIYYENpPENOMICHHe NPH  OKpALLMBAHUH
marepuana KOHro kpacHbIM B MOJSAPU30BAHHOM CBETE.
buoncuiiublii Matepuan MOKeT ObITb MOJYYEH M3 CIU3UCTOM
ry0, KOXKH, JECEH, MOAKOKHON KUPOBOH KJIETYATKH, KOCTHOIO
MO3ra, HEpBOB, NpPAMOM KHMIUKHK, MOYEK, NMEYEHH WM CepLa.
OtnokeHus BCErja pacrosaratorcsi BHEK/IETOYHO U SBISIOTCS
aMOP(HBIMH,

MOJI0KHTEIbHOE -
3eJIEH0E
JIBYJTy4ENpeIOMIICHHE
Npy  OKpalIMBAHHH
KoHro kpacHbim

NUMMYHOrHCTOIOrHYECKHE  HCC/IA0BAHAS  AMHJIOHIHBIX

AHTHUCBIBOPOTKA K

OTJIOKCHHH:
OHHU 1MO3BOJIAIOT PAClO3HABATH PA3JINYHBIE q)oprl CUCTEMHOIO
aMUJIOn103a.

HUMMYHOTIJIO0YJIHHY
nerkoit uenu, AA u
TPAHCTUPETHHY




AMUNONA03 NOYKMN.
Amunouna B knydouyke. Cnesa — oKkpacka KOHro-por,
cnpasa — reHunaHBUoner.
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JleyeHmne

Hemeouxamenmosnoe neuenue:

] pexxuM 11I: mocTenbHbIN DPU TIKEIOM COCTOSTHUU MALIUEHTA U
HaJIMYMM OCJIOKHEHMH, I03UPOBaHHAS (PHU3UUECKasi aKTUBHOCTb,
3JI0pPOBBIA 00pa3 KW3HMU, OTKA3 OT KYpPEHHS U OT IIpUEMa aJIKOTOJIs;
] Jluera: No7. COanaHcupoBaHHas, aJlcKBaTHOE BBEJICHUE OEIKa
(1,5-2r/xr), Kajlopax o BO3pacTy, MPHU HAJTUYUH OTEKOB U Al —
OrpaHUYCHHE YIIOTPEOICHUS HATPUS XJIOpU (ITOBAPEHHOM COJIH) <
1-2r/cyT;

| MOHUTOPHUHT YPOBHS HIPOTEHUHYPUHM T10 TECT—IIOJ0CKaM 1 pa3 B
1-2 Hepenu, perynsipaoe usmepenue AJl.

| mpy HapaCTaHUM MPOTEUHYPHUH (PELIMIUBE) ONPEICICHUE
IPOTEUH/KPEAaTUHUHOBOIO KO3 PuIeHTa (1151 pacyera CyTOYHOM
POTEUHYPHH) U KOPPEKIIHS MAaTOT€HETUYECKON TEpaIH;

[ ] Ipy pE3UCTEHTHOCTHU K IIPOBOAMMON UMMYHOCYIIPECCUBHOU
TEepaK KOPPEKLMS TEPAIIUHU B YCIOBUIX CTallHOHApA.



Meoukamernmosmnoe i1euenue:

MCAUKAMCHTO3HOC JICHCHUC aMHNJIONA034ad ITOYCK 3aKJIH0YACTCA B

NPUMEHEHUU XUMHUOTEPANTUU COBMECTHO C TPaHCILIAHTALIUEN
CTBOJIOBBIX KJIETOK.

Hokazanusa ona TCK:
] Bo3pact <70 jer;

| MUHMMAaJIbHBIE TIPU3HAKU CEPACYHON HEIOCTATOUHOCTH
(NYHAKIII) u ¢ coxpaneHuem (ppakiimu BeIOpOCa;

] ypOBE€Hb KpeaTHHHUHA B CBIBOPOTKE <177 MKMOIb / 11 (<2
MTI/ 11);

] BOBJICUEHHE aMHJIOMIOM MEHEE 3-X OPraHOB.



IlporuBonoka3zanus 1asa TCK:

] eviparicennasn cepoeuHas HeOOCMaAmoYHOCHLb;

| oowguu ounupyoun >51 mkmonw / a (>3 me/on);

[ axo ¢ppaxuus eviopoca <45 %;

L corteopomounwiit mpononun >0,1 mxe/n (>0,1 ne/mn).

NB! Cmanoapmuvim yciosuem 018 mpaHCNAAHMAYUYU ABIAENCS
00HOKpammuoe 8sedenue meaanana™. Imo, Kaxk NPasuio, 0aemcs ¢ y4emom
pucka 6 0ozax om 140 me/m2 0na nayueHmos npomericymo4Hoco puckd, 00
200 me/m2 ona nayuenmos ¢ HusKum yposuem pucka. Coop cmeonosvix
KJIemOoK npeonoaazaem Ucnoib308anue moabko paxmopos pocma.
Munumanvuolii coop cmeonoswvlx Kiemox 001x#cHo ovimob 3x106 CD34 knemok
Ha K2 8eca nayueHma.

NB! Ilayuenmost mocym maxoice noay4ums UHOYKYUOHHYIO MePanuio
oopmezomudom nioc dexcamemasona neped 1CK



W EARORRE RO A
CIHCOK HCII0JIb30BAHHOM JIUTEPATYPHI +

[l Munucmepcmea 30pasooxpanenus u COyuaiIbHO20
pazsumus Pecnybonuxku Kazaxcman om «13» okmsabps
2016 cooa [Ipomoxkon Nel3

[l Hayuonanvuble KiuHuueckue pekomeHoayuu no
ouaznocmuke u aeueruro AA-u AL-amunoudosa
[Internet]. Hayunoe obwecmeo neghponozos Poccuu.
2016 [cited 6 oxmsbps 2016].

[l Hegpponoeus yuebruk noo peo A.Kanamoéaesa, K. A.
Kabynbaes 2016 200 cmp 163-173




