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Amunonaos — rpynna 3aboneBaHnin, OTANYUTENBbHbIM NPU3HAKOM KOTOPbIX ABSIETCA
OTIIOXXEHME B TKaHAX U opraHax ombpunnapHOro rmMkonpoTenaa amunonaa.

OTnnuynTEnbHBIM CBOMCTBOM amurionga no CpaBHEHMUIO C ApyruMu ombpunnapHbiMu
npoTtemaammn CTpOMbl ABNSIETCA CNOCOOHOCTb K ABOMHOMY NyYenperioMiIeHNI0 B COMeTaHNn
C ANXPOM3MOM, YTO NPOSABIISIETCA CBEYEHNEM B MNONSAPU3OBAHHOM CBeTe npeaBapuTenbHO
OKpaLUEeHHbIX KOHro-KpacHbIM npenapatoB amurionga C WU3MEeHEeHUEM KpacHOro LBeTa
KOHrOUITbHbIX aMUIONOHbBIX OTIIOXKEHMI Ha A6N0YHO-3eneHbIn (AUXPON3M). ATO CBOMCTBO
CBMOETENbCTBYET O BbICOKOW YMNOPSAOYEHHOCTU CTPYKTypbl amwunounga, noaobHo
KonnareHy, KoTopbli Takke obnagaeT CBOMCTBOM ABOMHOIO NyvenperioMieHns, ogHako
KonnareH He cnocobeH K AMXpou3my. YHUKanbHble CBOMCTBA aMunonga CBs3aHbl C
obunMem y4yacTKOB KpOCC-B-CKnagyaTon KoHdopMaumm B COCTaBe aMUIOUMAHOM
dunbpunnel. Okpacka TmocnasMHoM T, Mpyu KOTOPOW OMpeaensalT CBETNO 3ereHyto
dnroopecueHumo, 6Hornee 4YyBCTBUTESbHA, YEM OKpacka KOHro-KpacHbIM HO MeHee
crneumduyHa, NO3ITOMY PEeKOMEeHAYIT NpUMeHATb oba aTux metoga ans 6onee TOYHOM
ANarHoCTUKM amunongosa.

Hanbonee yacto Anga rucTtonorn4yeckoro NoATBEPXKAEHUA CUCTEMHOrO ammnongosa
npoBOAAT ©Ouoncmo crm3mcTor OBOMNOYKM NPAMON  KULIKK, MNOYKM, nedeHn. Buoncua
CNN3NCTOrO N NOACHM3NCTOrO CNOEB MPSAMONM KULLIKM NO3BONSAET BbiABUTL amunong y 70%
OonbHbIX, a Guoncua noyvkm - npaktndeckn B 100% cnydae. lMpocton n 6e3onacHomn
ANarHOCTUYECKOM MpoLeaypon CYMTAOT acnupaunoHHYr0 BMOMNCUMI0 NOAKOXHOW XXMPOBOM
KnetyaTku, npu kotopon BbisBnsT amunong AL tuna B 80% cnyydaeB (cM.Huxe). K
npenmMyLlecTsam 3TOW npoueaypbl, KpOMe WHPOPMATUBHOCTU, OTHOCAT TakkKe peaKoCTb
pasBuUTUS KPOBOTEYEHWUN, 4YTO MNO3BOMSET WCMNONb30BaTb ITOT MeTod Y OOnbHbIX C
HapyLleHnsIMN CBePTbIBaHUA KpoBU (6onbHble nepBuMYHbIM AL-amuUrioMao3oM Hepeako
nmetroT geduumnt X dhaktopa CBEpPThIBAHWS, NPU KOTOPOM MOTYT pa3BUTbCA remopparuim).

Mpn nopospeHun Ha AL Tvn  amunongosa pPeKoMeHAylT  Mpou3BOAUTL
TpenaHobUoncuio KOCTHOro Moara. NoacyéT nnasmaTudecknx KNeTok M oKpacka nyHKTaTa
Ha amunoung No3BOSIAKT He TOSbKO AMarHoCTUpoBaTb aMuIionaos, Ho 1 anddepeHumoBaTb
NepBMYHbIA U acCoOUUMPOBAHHLIMK C  MUEeNoMouM  BapuaHTbl  AlL-amunoungosa.
[MonoXxntenbHbIN pe3ynbTaT UCCrefoBaHNA KOCTHOrO Mo3ra Ha amunong otmeyaoT y 60%
BGOMbHbIX 3TUM TUMNOM amMUITOMAO03a.

Y nauueHToB C CMHOPOMOM 3andCTHOrNro KaHana wuccriegoBaHMio Ha amMuiion



Heob6xoaMmo noapepratb TKaHb, yaarieHHYK Mnpu onepauun gekomnpeccun 3andcCTtHOro

KaHana.

KnuHu4yeckmne pekomeHpgaumm:

1. OmnarHocTuka amunoumposa C€  YyYeTOM  KIIMHUYECKOM  KapTUHbI
OCHOBbIBaeTCs Ha pe3ynbTaTax MopcgonorMyeckoro nccnegoBaHus

2. C uenbl BbiBNEeHUA amunounpga Heob6XoguMMO  OKpaluMBaHue
npenapaTtoB TKaHU KpacuTesleM KOHro KpacHbIM MW nocneayroLlen
MMKPOCKONMEN B NONSAPU30OBaHHOM CBeTe.

3. OKoHYaTenbHbIW  AOMarHo3  aMunoumaosa  yCTaHaBNMBAKT  NpU
BbIABNIEHUM KOHropunbHbIX Macc, obnagarowmx CNOCOOHOCTbLIO K
AGNOYHO-3€eNIEHOMY WU XXeNTOBaTOMy CBEYEHUIO B MNONAPU3OBaHHOM
cBere.

4. [Insa 6onee TOYHOW OAUArHOCTUKM aMMUIIonao3a NPUMEHSIOT Takke MmeToa
oKpacku TuodnadmHom T, KOTOPLIN AaeT CBETNO-3eyieHOoe CBe4YeHue
amunowuaa.

5. Mpu cuctemHom amunoumaose pesynbTaTUBHa OGuoncus NpAMON wunu
ABeHaauaTMnepcTHOM KULWIKM (C 3axBaTOM NOACIIM3UCTOrO Crios).

Hanbonee achcpekTMBHA GMoncusa nopaxeHHOro opraHa.

JTNoNorua u naTtoreHes

B HacTosiwlee Bpema amunongo3 paccMmaTtpuBalroT  Kak  MONmMITUONOrMYecKun
npouecc, yy4nTbiBasd MHOMOYMCIIEHHOCTb MOSMEKYNAPHbIX MeXaHW3MOB amurongoreHesa.
Yawe Bcero OCHOBHbIM (bakTopoM amunoungoreHesa sipnsetca obpasoBaHve B 60MbLLIOM
KonuyectBe HecTabunbHbiXx OenkoB-NpeALllecTBEHHNKOB, obpasylwmnx arperatbl C
obpasoBaHnem amunongHon ubpunnel. Mpn 3TOM OCHOBHOE 3HaA4yeHMe npuaarT
aMunonaoreHHOCTU OCHOBHOroO Gernka-npealecTBeHHUKa amunonaa, cneumuyHoro ang
Kaxgon opmbl amurniongosa. AMUIIOMOONEHHOCTb OrnpefenseTcd WU3MeHeHUsMU B
NepBUYHON CTPYKType GenkoB-npeaLlecTBEHHNKOB, 3aKpenneHHbIMU B reHETUYECKOM KOAE,
UNn NPUoBpeTEHHBbIMN B TEYEHUE XMU3HU. [INa peanu3auun aMmmnongoreHHoro noteHumana
Genka-npedlecTBeHHNMKa HeobxoaumMo BO3dencTBMe psga  akTopoB, TaKMX — Kak

BocnarneHune, Bo3pacT, (PU3nKo-xmmmyeckue ycnosus in situ.
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Tak, y 4enoseka W XWMBOTHbIX MpPU BOCNANUTEmNbHbIX MNpoLeccax, Onyxonsx
konuyectso SAA nosbllwaeTcs BO MHOro pas. PasButne amunonzosa TOMbKO Yy 4acTu
BOnNbHbIX OOBACHAIT LIMPKYNALUMEN ¥ HUX B KPOBM aMmnongoreHHbix nsocgopm SAA.

Mpn cbopmupoBaHMM B KOCTHOM MO3re naToriorm4yecKkoro KroHa nnasmaTtu4eckmnx
KNeTok B KPOBM W, Hepeako, B Moye B OOMbLIOM KONMMYECTBE MOryT BbISBNATHCA
aHOMarnbHble MOHOKITOHAlbHbIE  aMUMOUAOrEHHbIE  MMMYHOrMOBYnMHbI, 4YTO MOXeT

NPUBOAMUTL K APYroMy BapuaHTy ammunonaosa.

Knaccudmkaums

MexayHapogHasa knaccudpukauma oGonesHenm 10-ro nepecmoTpa 6asupyeTcsa Ha
KNMMHUYECKOM MNPUHLUMMNE U HE Yy4uTbiBaeT OCODEHHOCTM MmaToreHesa pasnuyHbiX opMm
amunoungosa (tabn.1). Mo aton npuymHe knaccudukaums MKB-10 Hepegko He no3sonsieT

oboCcHOBaTb ageKkBaTHOE NleYeHMe.

Koa no MKB-10
E85 Amurionaos
WNckntodeHo: 6onesHb Anburenmepa (G30.-)
E85.0 HacnencTBeHHbIN ceMeliHbIin amunonaos 6es HemponaTuu
E85.1 HemnponaTtuyeckuii HacneacTBEeHHbI aMUonaos
E85.2 HacrneacTBeHHbI aMUionao3 HeyTOYHEHHbI
E85.3 BTOpWYHbIN CUCTEMHBIM aMMNonao3
E85.4 OrpaHuYeHHbIi aMUnonaos
E85.8 Opyrne dopmbl amunonosa
E85.9 AMMNONO03 HEYTOUYHEHHBIN

B ocHoBy coBpemeHHOW knaccudpumkaumm amunougosa (BO3, 2003) nonoxeH
NPUHUMN CNeumMdnYHOCTU OCHOBHOro mnbpunnsapHoro 6enka amunouga (B HacTosuee
BpeMs u3BecTHO 6onee 20 Takmx 6Genkos). CormacHoO 3ToW Knaccudukauum BHavane
npuBOANTCA TWUN amMurouga, ykasblBaeTCsl M3BECTHbI Benok-npedlecTBEHHUK U yxe
NMOTOM KNMHUYecCkue opMbl amurovagosa C MepevucrieHMeM MpenmMyLecTBEHHbIX
opraHoB-muweHen. Bo Bcex Ha3BaHMsX TUNOB amunounga nepBon OykBOWM ABNAETCA

nponucHasi 6ykea A, O3Ha4darolias CMoBO «amunoung», 3a Hen cregyetr obo3HayYeHue
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KOHKpeTHoro cmbpunnsapHoro 6enka amunonga - A (amunongHein A-npotenH), L (nerkue
uenu umMmyHornobynmHoB), TTR (TpaHcTupeTuH), p2M (f2-mukpornobynuH), B
(B-npotenH), IAPP (ocTpoBKOBbI amunonaHbli nonunentua). Mcnonb3yloT Takke
Npou3BOAHbIE HanmMeHoBaHWs — MMMYHOINOBYNMHOBLIN aMunongos (AL),
TpaHcTupeTuHoBbin (ATTR) n gp. (Tabn.2)

C  KAMHMYeckux  NO3MUMW  amMunomgos  pasgensarT  Ha  CUCTEMHble
(reHepanu3oBaHHbIE) W noKamnbHble opMbl. [Ona  cucteMHblX OpPM  XapakTepHO
BOBIleYEHME MHOMMX OPraHOB W CUCTEM OpraHuama u nporpeccupyrollee TeveHue. [Ons
fleyeHns1 CUCTEMHOro aMmMnouao3a UCNonb3yT cneunduyeckme nekapcTBeHHble MeToabl
aHTMamunovagHon Tepanuu. [na neyeHus nokanbHbIX POpM amunouaosa NPUMEHSIOT B
OCHOBHOM MeTOAbl KOPpeKuun AMCHYHKUMN BOBMIEYEHHOrO OpraHa, WCnonb3yemble
Bpavyamun Y3KuMX crneuuanbHocten. Tak, npu cucteMHOM AL-amunounzose MpUMEHSIOT
XMMUoTepanuio, a npu nokanbHom AL-amunongose roptaHu maccbl amunouga yaansor
XUpYypruyeckumm Metogamm, npuMeHsieMbIMU B OTOPUHOSSAPUHIONOMUN.

Cpean  npeuMMmylleCTBEHHO  CUCTEMHbIX  dopM  amunoumgos3a  Haubonee
pacrnpocTpaHeHHbIMU Ha Tepputopun Poccun  gengwtca  AL-, AA-, ATTR- wu

Ap2M(ananusHei)-amunonaos (tabn.2).

Benok Benok-npegwecrtBeHHUK KnnHu4yeckas popma amunounaosa
amunounaa

AA SAA-Genok BTOpWYHbIN aMmnnonaos npy XpOHUYECKUX
BOCMNanuTenbHbIX 3aboneBaHunsx, B T.4.
nepvoanyeckon 6onesHn n cuHgpome
Makna-Yannca

AL A, K-nerkume uenu AMNIONO03 NpU NIAa3MOKNETOYHbIX AUCKPa3nUaX —
NMMYHOrNo6ynMHoB namonaTtnyecknin, Npu MMenomMmHom 6onesHn n
MakpornobynuHemun BanbgeHctpema

ATTR TpaHcTUpeTuH CemelHble (hopMbl NONMHENPONATUYECKOTO,
KapguonaTuyeckoro n ap. aMmmnouaosa,
CUCTEMHbIN CTapyYeckuii amunongos

ApoM B2-MuKpornobynuH [nanuaHeii ammnongos

AGel "enconuH duHCKaa ceMenHas ammnonaHas nonmHenponaTus




AApoAl AnonunonpoTteuH A-l  |AmMunonagHas nonuHenponaTusa (Il Tun, no van

Allen, 1956)
AFib ®dunbpurHoreH AmunongHas HedponaTus
AB B-6enok BonesHb Anburenmepa, cuHgpom ayHa,

HacneaCcTBEHHbIE KPOBOU3ITUSIHUSA B MO3T C
amMmumnongo3om, flonnaHgma

APrp>° MpuoHOBBLIA Genok BonesHb KpenTudensaa-Akoba, 6onesHb
"epctmanHa-LWTpayccnepa-LenHkepa
AANF MpencepaHbIn M3onnpoBaHHbIN amnnongos npeacepann
HaTpUMypeTU4eCcKun
dakTop
AIAPP AMUNUH M3onupoBaHHbIN aMnnonaos B OCTPOBKax
JlaHrepraHca npu caxapHom gnabete |l Tvna,
WHCYJIMHOME
ACal [MpokanbUNTOHWUH Mpn MegynnApHOM pake LWMUTOBUAHON Xenesbl
ACys LUuncratmn C HacneacTtBeHHble KPOBOU3SUSIHUS B MO3T C

amunongosom, Vicnanaus

CoBpemMeHHas Mopdonoruyeckas gnarHocTnuka ammnouaosa npegycmaTpuBaeT He
TONbKO OOHapyxeHue, HO K obsasaTenbHOe TUNUPOBAHWE amMunouaa, MOCKOSbKY Tun
amunouvaa onpenensaeTt TepaneBTUYECKYHO TaKTUKY.

Ana TunupoBaHWA 4YacTto npuMeHsalT npoby C nepmaHraHatom kanus. [lpu
06paboTKe OKpaLleHHbIX KOHrO-KpacHbIM npenapaTtoB 5% pacTBOpPOM NepmMaHraHaTa Kanus
AA TN amunounga TepsieT OKpacKy U yTpayumBaeT CBOMCTBO ABOWHOIO Ny4YernpenomreHuns,
Torda kak AL Tun amunouga coxpaHseT ux. Mcnonb3oBaHue LWEeno4vyHOro ryaHuavHa
nosgonsiet 6onee TOYHO AudppepeHumpoBats AA u AL Tunbl amunougosa: nocne
pobaBneHns weno4vHoro ryaHnamHa AA-amunoung 6biCTpo TepseT KOHrounuio, B TO BpeMs
Kak koHropunusa AL-amunovga gnutenbHo coxpaHsaeTca. OgHako OKpacoYHble METOAbI HE
BCeraa no3BonsAT YCTaHOBUTbL TUMN amunonaa.

Hanbonee adeKkTMBHbLIM  METOAOM  TUMMPOBAHWA  amunovga  CRAYXUT
WMMYHOTMCTOXUMUYECKOE UCCrefoBaHMe C MPUMEHEHMEM aHTUCBLIBOPOTOK K OCHOBHbIM
TMnam amunoungHoro 6enka (cneumduyeckne aHTutena npotne AA Benka, nerkux uenemn
UMMYHOTNOGYNNHOB, TpaHCTUpeTuHa n B2-MukpornobynuHa). OpHako
UMMYHOTMCTOXMMNYECKON MccnefoBaHe He obnagaeTt abCcontoTHOM ahPEKTUBHOCTBLIO N B

penkux cny4daax u,enecoo6pa3Ho npuMmeHeHme MeTogoB NPOTEOMHOIo aHalnim3a ammnonaga.
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KnuHuyeckne pekomeHpauum:

6. B aunddepeHunansHom punarHosze AA-amunoumpgosa ot AL u ATTR
MCNONb3yT OKpacoyHble MeToAbl MNpPU  TLATeNbHOM  y4yeTe
KNMUHNYECKNX NpeanochISIOK pa3HbIX TUNOB aMmuronaosa.

7. Hanbonee 3c¢heKTUBHbBIM  MeTOAOM  TUMUPOBAHUA  sIBNSAeTCSA
MMMYHOrMCTOXMMUYecKoe wuccrneaoBaHue. [locKkonbKy HeKoTopble
aHTUCLIBOPOTKM MOryT AaBaTb NepeKpecTHble peakuMu C pasHbIMU
TUNamuM amunouaa, wuccnegoBaHue Lenecoobpa3Ho nNpoBOAUTL C
naHenbto aHTUCLIBOPOTOK. Ons HecneuunanusnpoBaHHbIX
TepaneBTUYECKUX U HedPpOriormyecKux craLMoHapoB peKoMeHAyeTcA
npMMeHeHWe NMaHenu aHTUCLIBOPOTOK K SAA, pa3HbIM TUNaM TAXenbIX
uenem WMMYHOrnoOGyrnuHOB, nNerkuMm LuUensiM UMMYHOrno6ynmHoB
naméaa v Kanna-TMNoB, TpaHCTUpPEeTUHY. BaxHo Takke Mcnonb3oBaTb

aHTUCbIBOPOTKU K (PMOPUHOreHy.

AA-amnnongos valle BCero pasBMBaeTCa Npu peBmaTongHoM aptpute, 60nesHun
BexTepeBa, a Takke npu XpOHUYECKUX HarHoeHusx, Tybepkynese, ayToBOCnanuUTenbHbIX
HaCrneACTBEHHbIX NEPUOaUYECKUX nuxopagkax, B T.4. nepuogmyeckon BonesHu
(cpegusemHoMopckon nuxopagke — 3aboneBaHnn ¢ peueccnBHbLIM TUMNOM HacnegoBaHus,
XapakTepuayLwmmMmcsa peLumansmpyowmmm 6onammn B XXnUBOTe, rpyaHON KneTke, cycTaBax C
passutmeMm y 40% OGonbHbIX amunovaosa; HabnogaeTcs y nvu-BbIXOOLUEB M3 panioHa
CpegusemHoro mops, Ha Tepputopun ObiBwero CCCP — cpean apmMsiH 1 eBpeeB),
cuHgpome Makna-Yanca (cemenHas Hedponatus C  KpanuvBHWULEW W [1yXOTOW).
AA-amnnong obpasyeTcs n3 CbIBOPOTOYHOroO npegwecrtBeHHuka SAA - ocTpodas3oBoro
Genka, NpoayLMpyemMoro B 3Ha4YMTENbHbIX KONUYeCcTBax B OTBET Ha BocnaneHue. Mo aton
npuynHe AA-amunongo3 HasbiBalOT TaKkKe peakTUBHbIM WM BTOPUYHbIM.  JlloBoe
XpOHMYeckoe BocnanuTenbHoe 3abonesaHne, CONPoOBOXAatoLLEECa akTMBaLMEN MapKepoB
OCTpoK pasbl BocnaneHnsa, MOXeT paccMaTpuBaTbCAa Kak haktop pucka AA-amunongosa.
Cpean MapkepoB oOCTpou asbl BoOcnaneHust Haubonee npakTU4Yecku npuemMrnemMbIM
nokasatenem ssnsetca ypoBeHb "C"-peakTmuBHOro 6Genka, MpOAyKUMSA  KOTOPOro
koppenupyeT ¢ npoaykumen SAA. OpHako [Ons OUEHKM pucka amunoumgosa  u

WHTEHCMBHOCTM 00OpasoBaHus amunouaa npearnodvTUTeNnbHO onpenenstb ypoBeHb SAA.
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YbeantenoHbIM MNoOKa3aTenemM XPOHUYECKOro XapakTepa BOCManeHus SBMSeTCs Takke
aHeMusi XpOHUYecknx 3aboneBaHui, LN OMArHOCTMKM  KOTOPOM BaXHO BbISABUTb
n3bbITOYHBIN YpOBEHb beppuTuHa kpoBw. [lockonbky SAA akTMBHO NpoAayuupyeTca
CYHOBMarnbHOM OBONIOYKOM CyCTaBOB, AOMOMHUTENbHLIM (PaKTOPOM pucka amuroungosa
ABNSeTCa MaHudecTaumsa BocnanuTenbHoro 3aboneBaHns cycTaBHbIM CUHOPOMOM.

Bce  knuHuyeckne  dopmbl AL-amunongosa  obycnoBneHbl  eOuHbIM
3TUONOrMYecknM akTopoMm — B-numdouuTtapHon Auckpasven, xapakTepusyroLencs
dopMmnpoBaHNEM aHOMaIIbHOro KIoHa nriasmaTudeckux unu B-kneTok B KOCTHOM MO3re,
KOTOpbIN  NpoayuMpyet  MMMYHOrnobynuHbl, obrnagawwme  aMmunongoreHHOCTbIO.
OTtHocuTenbHO  Gonee  gobpokadecTBeHHass npu  nepsBuyHoM  AlL-amunongose
nnasmokneTovHas guckpasusa npu B-remobnacrosax (MHOXecTBeHHaa Muenoma, 6onesHb
BanbaeHctpema n gp.) obnagaet npusHakaMmy 3nokavyeCTBEHHON Onyxonu. AHOMasbHbIN
aMUNOUAONEHHbIN KMOH MNia3aMaTUYeCcKuX KreToKk MOXeT (OpMUPOBaTLCA TaKke U3
NnnasMounToB, NOKanu3ylLWNXca BHE KOCTHOrO Mo3ra, B 3TOM Cllydae MOXeT pa3BuBaTbCS
noKanbHbIM amunonaos, Hambornee M3BECTHbl NokanbHble dopMbl AL-amunoupgosa —
amunonaos Tpaxeun, GpOHXOB M ropTaHK, a Takke MOYeBOro nysblps. [NpegLwecTBeHHKaMn
AL-amunonga cnyxat nerkue uenm (light chains) MOHOKNOHanNbHOrO MMMYyHOrnobynuHa,
vyawie A, pexe k-TunoB. Takum o06pasom, BbISBEHME MNNa3MakneToOdHOW AncKpasum
HeobxoamMmo anga guarHoctukn AL-ammnongosa, HO TakkKe C Lenbilo OLEHKM ero pucka u
anddepeHumansHoro  guarHosa. [lockonbky ana  AlL-amunomgosa  xapakTepHbl
OSIUrOCEKPETOPHbIE  MOHOKIOHAmNbHblE  raMmmanatvM,  HeobGXoauMO  MpUMEHEHME
BbICOKOYYBCTBUTENbHbLIX METOAOB ONpeaerieHNs MOHOKIMOHaNbHbIX UMMYHOro6ynnHoB. B
nocrnegHue rodbl rnonyyYeHbl JaHHbIE O BbICOKOW pacrnpOCTPaHEHHOCTU OSIUrOCEKPETOPHbIX
MOHOKIOHArnbHbIX rammMmanatun cpegu nuy ctapwe 50 net, koTtopble 00603Ha4alT Kak
MOHOKIIOHasbHbIE raMMmanaTnn HeSICHOrO 3Ha4YeHUs

KnunHuyeckne pekomeHgauum:

8. CkpuHuHr AA-amunounposa cneagyet NpoBOAUTL B CrieAyrLWMUX rpynnax
pucka: Cepono3nTUBHLIE 7] cepoHeraTuBHbIe XpOHUYecKue
nonuapTpuThbl (peBMaToOMAHbLIN apTpur, aHKUNO3Mpyrowmmn
CNOHAUNOAPTPUT, OBEHUSIbHbIA XPOHUYECKUW apTPUT, NcopMaTuyeckas
apTtponartusi, cuHgpom PenTtepa un Aap.), XpoHn4eckue BocnanuTtesbHble

3aboneBaHus kuwe4vHuka (6one3Hb KpoHa, XpPOHMYECKUN SA3BEHHbIN
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KONUT), ayTtoBocnanuTenbHble 3aboneBaHusi (nogarpa TsXKernoro
peuManBupyloLero Te4eHUs, ceMerHble nepuoanyecKkne nNUxXopanku -
nepuoauyeckas bonesHb, KpuonupuHonaTtum, TRAPS,
runepuMmmyHornooynuHemus D), xpoHM4eckne HarHoeHua (TybGepkynes,
OpoHXxO3KTaTU4Yeckasa 6one3Hb, OCTEOMUENUT U ApP.), 3NTOKa4YeCTBEHHbIe
conuaHble onyxonu.

Puck AA-amunomnposa y G0NbHbIX XPOHUYECKUMU BoOcCNanuTesibHbIMU
3aboneBaHUsIMM MNOBbLIWAETCA MNPU MEPCUCTUPYIOLLEM MOBbIWEHUN
MapkepoB ocTpon chasbl BocnaneHus ("C"-peaktuBHbIN 6enok, SAA),
Hanuyne aHeMMM XPOHUYECKUX 3aboneBaHUn (C NOBbLIWEHUEM YPOBHS
cdeppuTHa KPOBU), OCOOEHHO B COYETaHUMU C CYCTaBHbIM CUMHOPOMOM

(cuHOBUTHI).

10.lnA BbIABNEHUS OJINTOCEKPETOPHOM MOHOKIIOHaNIbHOW rammanaTum

11.

HeobOxoQuMO OAOHOBpPEMEHHOE MpPUMEeHeHue MeToda a3nekTpodopesa,
MeToAa UMMYHO(MKCaL MU KPOBM U CYTOYHOM MOUYM U KONTIMYECTBEHHOMN
OLEHKM YPOBHAA CBOOOAHLIX JErkMx Luenen MUMMYHOrNoobynuMHOB B
CbIBOpPOTKe KpoBUu mMetoaom Freelite.

Bbicokas yacToTa ONIMroceKpeTopHbIX MOHOKMOHaNbHbIX raMManaTum y
nuy ctapwe 50 net TpebyeT CKPUHUHIOBOro obcnenoBaHUA 3TOMU
rpynnbl nvy Ha npeamMeT MOHOKIOHanbHbIX rammanatun. Hawbonee
YyBCTBUTENbHbLIM U HEQOPOrUM TypoOuMAMMETPUYECKUM MeTOoAOM Ans
CKPUHMHroBon AuarHoctuku sensiet Freelite-metoa konuyecTBeHHOWM

OLIeHKM YPOBHA CBOOOAHLIX NEerkux Luenen MMMyHOrnooynmHoB.

12.dnarHocTuka nnasmMakneTo4yHoOW AUCKpa3vu npegnonaraeT BbisABlIEHME

MOHOKJIOHaNbHOW ramMmanaTtMm M OLEHKYy KOonuyecTBa nja3mMauuToB
KOCTHOro Mo3ra, a Takke UX CTPYKTYpPHbIX ocobeHHocTel. NMpumeHeHune
LUTOreHeTUYEeCKOro uccnefoBaHUA UM UMMYHO(EHOTUNUPOBaHUSA
nnasmMauuToB BaXHO AN YTOYHEHUA UX  KIOHaNbHOCTU M

3/10Ka4eCTBEHHOCTM!.

13.Bce 6onbHbIe c nsia3sMmaksieToO4YHbIMU AUCKpa3namu 7]

numdonponudepaTtMBHbIMU 3a6oneBaHUAMU BXOAAT B FpPynny pucka

AL-amunoupo3sa



KnuHunyeckmne nposiBneHns amunonposa

[na BTOpMyHOro amunomngo3a xapaktepHo ©Oonee paHHee Hadano, 4em npwu
nepBMYHOM (CpegHun Bo3pacT 3aboneswmx okono 40 n 65 net, cooTBeTCTBEHHO). [Mpun
atom 80% 6onbHbIX obpallaeTca K Bpady B Mnepuon BO3HUKHOBEHWUS MPOTEMHYPUU WU
HepOTMYECKOrO CUHAPOMA, Pa3BUBLLMXCHA MOCNE ONUTENbHOMO0 TEeYEHUSI XPOHUYECKOro
BOCNanNUTenbHOro  3aboneeBaHnss —  peBMATOMAHOrO  apTpuTa, OCTEeOMUEenuTa,
nepuoanyeckon 6onesnHn mn gp. OcHoBHOM anobowm Takmx OOMbHbIX ABMSKTCA OTEKM
PasnNUYHOM  BbIPAXEHHOCTU W  CUMNTOMbI  MpeAdpacnofiaralolero K  amMuiongosy
3aboneBaHus.

Hanbonee Tskenas M pasHoobpasHasa KMHMYECKad KapTUHa oOTMmevaeTca Yy
6onbHbIX AL-amnnongo3om, Onsi KOTOPOro XapakTepHO reHepanm3oBaHHOE MOopaKeHue.
Begywumun xanobammn y Takmx OOMbHbIX SBAAKTCA OAbllKa, SIBNEHWA opTocTaTu3ma,
CVMHKONasnbHble COCTOSHWUSA, OOYCMNOBMEHHbIE COYeTaHMeM amunouagosa cepgua u
OPTOCTATUYECKON TMMNOTEH3NN, OAHOBPEMEHHO OOLIYHO Yy OOnbHLIX HabNaalT OTEKM,
00yCnoBneHHble HePPOTUYECKUM CUHAPOMOM U, B MEHbLLEW CTENEHN, HELOCTAaTOYHOCTbIO
KpoBooOpaLleHnsa. XapakTepHa BblpakeHHasd noteps macchl Tena (9-18kr) Bcneacrteue
HapyweHnss  TpoduKM  Mblwly Yy OOMbHbIX € Nepudepuyeckon  amunouaHom
nonuHerponatnen. [ipyron NpUHNHON CHUXKEHUSI MacChbl Tena SBNAeTCA MOTOpHas auapes
BCMNeACTBME aMUIIOMAHOIO MOPaXEHUS HEPBHbIX CMMAETEHMN KULWEYHUKa WU UCTUHHOIO
CMHOpPOMAa HapyLleHHOro BcacbiBaHus. [lpu ocmoTpe O60MbHbIX OObIMHO BbISBNAOT
yBenuyeHne nevyeHn u/mnm ceneseHkn. eyeHb nnoTHas, Ge3bonesHeHHas, C POBHbIM
Kpaem, HepeaKo ruraHTckas.

[MopaxeHue noyek — BegyLwmnn kKnuHnyeckun npmsHak AA n AL amunoungosa. Npn AA
TMNe amunongosa noykn GbIBalOT BOBIEYEHbI B MNATONOMMYECKUA NPOLIECC MPaKTUYECKU Y
Bcex OonbHbIX, npu AL-Tune HecdpponaTtuio BbiSBnAT Yy 80-90%. [MopaxeHune nodek
HabnoaaT 1 y 60rbHbIX MHOrMMK hopMmamn cemenHoro amunongosa (AFib, ALys, AGel n
Ap.).

KnuHnyeckn  amunougHass Hedpornatvs  MaHUQECTUpyeT, Kak  npasuIio,
N30NIMPOBAHHOM MNPOTEUHYPUEN U XapaKTEPU3YETCS HEYKIOHHO MpOrpeccupytowmm

TeYyeHMeM C nocnenoBaTefibHOM CMEHOW CTaaun: npoTeuHypudeckasi, HedpoTudeckas,
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XMH. WHorgpa Bo3moxHO passutne XIMH 6e3 npegwecTBylowero HedpoTUYECKOro
cuHgpoma. Mpun AL Tune amunongosa CTaguUMHOCTb TeYEHUS aMUITOMaHOW HedopornaTtuu
NPosBNSeTCs MeHee OTYEeTIIBO.

K ocobeHHOCTAM amunonao3a nodYek OTHOCAT peaKOCTb reMaTypum 1 NIENKOLUTYpUM,
a Takke aptepuanbHON rMnepteH3uu, koTopyto gaxe npu XMNH otmevarotT nuwb y 20%
6onbHbIX AA TUNOM ammnnongo3sa u eweé pexe npu AL Tmne amunovaosa. HedpoTtudeckui
CMHOPOM K GonblumMe pasMepbl MOYEK COXPAHATCA Jaxe nNpu  passButun 1"
nporpeccuposaHumn XIMH.

MexaHu3Mmbl  MPOrpeccupoBaHnd aMuIIioMagHOW HedponaTum [0  HacTosLwero
BPEMEHU TMOJSIHOCTbIO He Mu3yveHbl. VMI3BeCTHO, 4YTO (PyHKUMA MoYek npu amuroungose
KoppenupyeT C BbIPaXXEHHOCTbIO TyOyno-MHTEpCTULMANbLHOrO NOBPEXAEHNS, BEOYLLEro K
pasBUTUIO MHTEPCTULMANbHOrO ombposa (BbiSIBIEHa 3aBUCMMOCTb MeXAy OTHOCUTENbHOM
NMowaablo MHTEPCTULMS, OTpaXKatoLwen cTteneHb pubposa, N KOHUEHTpaUMen KpeaTuHMHaA
B KPOBW, a Takke obpaTHas CBA3b MeXAy Mrowaabld MHTEePCTMUMS U BENTMYUHOM
KnyboukoBon cunbTpauumn). BeipakeHHOCTb hnbpo3a NOYEYHOro WMHTEPCTULMS, B CBOKO
ovepeab, KoppenupyeT C BENUYMHON MNpOTEMHYpuM U B OGonbluen cTeneHu 3aBUCUT OT
KonuyecTBa amurnovga B Knybouykax, YeM B MHTEpPCTMUMU. OTU [aHHble MNO3BONANOT
npeanonoXutb OBLWHOCTb HEKOTOPbIX MEXaHU3MOB MNPOrPECCMPOBAHNA  aMUIIOUAHOM
HedponaTUmM M XPOHUYecKoro rromepynoHedputa. OnpenenéHHbln  BkNag B
nporpeccMpoBaHne MNoOYeYHON HEeAOCTaTOYHOCTUM Y OOSbHbIX aMUIION4O30M BHOCUT U
apTepuanbHasi runepTeHsns, ycyrybnsawowasa nmeroweecs nospexaeHne knyboykoB 13-3a
pasBUTUSA ULLEMUYECKUX U3MEHEHUN.

MopaxeHue cepaua oTMevaroT y nogaesnstowero 6onbwnHcTBa 60MbHbIX AL TMNOM
amunouaosa u y 4actu naumeHtoB ¢ ATTR Tunom amunoungosa, ons AA Tuna amunongosa
3TOT CUMMTOM He XapakTepeH. B pesynbTate 3amelleHWd Muokapda amunongHbiMu
Maccamu pa3BuBaeTCs PeCTPUKTUBHAA KapauonaTusi.

KnvHnyeckn onpenensioT KapguoMeranuio, paHo pasBMBaeTCs  cepaedHas
HegocTaTouHoCTb (Y 22% 6GonbHbix yxe B pgebiwote 6onesHn), kotopas ObIiCTpo
nporpeccupyet u noytn y 50% nauuneHToB, Hapsgy C apuTtMumsmMn, GbiBaeT MNpUYnHON
cmeptn. OCOBEHHOCTBbIO CepaeyYHON HeaoCTaTOYHOCTU Mpu MNEPBUYHOM amMurongose
CNYXUT eé pedpakTepHOCTb K Teparnuu.

HapyweHnua putma n nposoguMmocTn npu AL Tune amunomaosa MHOroobpasHbl:
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MepuaTernbHas apuTMUs, HamKenyooykoBad Taxukapaus, CUMHOPOM MpexaeBpeMeHHOro
BO30YyXKOEHMSA KenyaovKoB, pasnuyHble 6rokagbl U CMHAPOM criaboCcTn CUHYCOBOrO y3na.

Bcnegctere oTnoxeHuss ammnovza B KOPOHAPHbIX apTepusix BO3MOXHO pa3BuUTHE
WH(papkTa MuokKapga, obHapyxvmBaeMoro Ha aytoncum y 6% O6o0nbHbIX. AMUIOMAHbIE
OTNOXEHUS B KnanaHHbIX CTPYKTYpax CUMYNUPYIOT KapTUHY KranaHHOro nopoka.

OcHoBHbIM Npu3HakoM amunonaosa cepgua Ha OKI ObiBaeT CHUMXeHVe BOnbTaxa
3ybuoB komnnekca QRS. YacTo BbiaBnAOT nHpapkTonogobHbin Tnn 3K .

Hanbonee apgekBaTHbIM  METOOOM  BbISIBIIEHUMS  MPU3HAKOB  aMWUITOMAHOM
KapguomuonaTtun cumutaroT IxoK[, C NOMOLLUBbKD KOTOPOW MOXHO AMarHOCTUPOBaTb
CUMMETPUYHOE YTOJSLEHNEe CTEeHOK XenyaouvkoB, Aurartauumio npeacepann, ytonueHue
KnanaHoB C peryprutauven KpoBW, BbINOT B MNOSIOCTU nepukapga, nNpu3Haku
AnacTonuyeckon aucyHkuMM muokapaa (Hambonee xapakTtepeH PecTPUKTUBHBIA T
HapyLleHnst anactonudeckon yHkumm — E/A 6Gonee 2).

CepbésHbIM naTonorn4yeckum rnpusHakom npu AL Tune amunongosa CRyxuT
opTocTaTU4ecKkas apTepuanbHas rMnoTeHsnd, koTopyto HabnwogawT y 11% O60nbHbIX B
MOMEHT YyCTaHoBneHus AuarHosa. OB6blMHO 3TOT CUMNTOM CBSA3aH C OMCYHKUMEN
BereTaTMBHOW HEPBHOW CUCTEMbI (aMUNOUA03 HEPBHbIX CNIETEHUI COCYO0B) U B TSHXKENbIX
crnyyasix COMpPOBOXOAeTCA CUMHKONanbHbIMU COCTOSIHUSIMU. ApTepuanbHasa rurnoTeH3ns
GbiBaeT Takke y 60nbHbIX AA TUMOM amMunongosa.

MopaxeHue abIxaTenbHOM CUCTEMBbI Yalle oTmedaroT npu AL-Tune, 0cCOGeHHO npu
nokanbHOM TpaxeobpoHxuanbHoM BapuaHTe AlL-amunougosa. B GonblwmHCTBE criyyaes
OHO npoTekaeT GEecCMMMNTOMHO WM CO CKyOHOW KIWHWYEecKoW cumntomaTukon. [pu
AL-Tune ammnongosa ogHUM U3 paHHUX NPU3HAKOB BONEe3HM MOXET OblTb OXPUNNOCTb UMK
n3meHeHne Tembpa ronoca BCREACTBME OTMOXEHUS amMuriomga B rOnoCOBbIX CBA3KaX,
onepexarollero ero nosiBrieHMe B AUCTalnbHbIX oTAenax AbiXxaTernbHblX nyten. B nérkux
amunong OTKNagblBaeTca MNpPenMyLLeCTBEHHO B anbBeONspPHbIX Meperopogkax (4To
NPUBOANT K pasBUTUIO KaLUNSA U OAbILKK) U CTEHKax cocynoB. OnucaHbl Takke aTenekrasbl
W WHPUNbTPaTbl, MHOrA4a OnyxorieBuAaHble B NErknx. PeHTreHonormyeckass KapTuHa
HecrneungunyHa, cMepTb OT NPOrpeccupyoLlen abixaTernbHOM He4OCTaTOMHOCTU HacTynaeT
penko.

MopaxeHne opraHoB nuwieBapeHns HabnogaoT npu amunonaose B 70% cny4vaes,

npuyém y 6onbHbix AL- n AA-Tnammn amunonaosa 4actota MOpaXkeHUst TeX UIU UHbIX
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otaenos XXKT pasnuyHa.

Y 25% ©60nbHbIX NEPBMYHBIM aMUITIOMAO30M OTMEYalT aMUIIOUAHOE MopaKeHue
nuieBoa, NposBSOLWEECH NPEUMYLLIECTBEHHO Ancdarnen, Kotopast MoXeT ObiTb O4HUM
M3 paHHUX cuMnToMOB 3aboneBaHus. [lopaxeHue Xenyaka W KULIEYHUKA MOXeT
NPOABNATLCA U3BA3BNEHUAMU U nepdopaumnen nx CTEHOK C BO3MOXHbIM KPOBOTEYEHNEM, a
Takke MpPenunopuyeckon OBCTPyKUMEN Kenygka WM  MEXaHUYECKOW  KULLIEYHOW
HEMNPOXOOUMOCTbID  K3-3a  OTNOXEHUS  aMunoumgHblXx  Macc. Y  BOnbHbIX €
NPenMyLLEeCTBEHHbIM MOPaXeHNEM TOJSICTOM KULLIKM BO3MOXHO MOSABMNEHNE KIMHUYECKNX
CUMNTOMOB, UMUTUPYIOLLNX A3BEHHbIN KOMNT.

Hanbonee 4actbiM >KenygovHO-KMLWEYHbIM  nposBreHveM  AlL-amunoungosa,
oTMevaembIM NoyTn y 25% naumeHToB, ObiBaeT Tskenas MOTOpHasa gMapes C BTOPUYHbIM
HapyLLleHMeM BcacblBaHUS. BO3MOXHON MPUYMHON TSXKENOW Anapeun npu 3ToM, Hapsay C
WHUNbTPaLMEN KULIEYHOW CTEHKM amMunoMaoMm, B TOM 4ucCne, U BOPCWH, Y BGONbHbIX
AL-Tnom amunoungosa CryXuUT OUCKPYHKUMA BereTtatMBHbIX HEPBHbIX CrreTeHun
KMLLEYHUKA. NCTUHHBbIN CUHOPOM HapyLLUEHHOro BCacbIBaHUs pasBunBaeTcs
npnbnuantensHo y 4-5% 6onbHbiX. Mpn AA-ammnnongose 3TM CUMMTOMblI MHOTAA Takke
BO3MOXHbI, B TOM YUCIe KaK eANHCTBEHHOE KIMMHUYEeCKoe NposiBNeHne amuionaosa.

MopaxeHue neyenn npyn AA- n AL-Tunax amunomngosa HabnogalT NpakTMYeck B
100% cny4aeB, Npy 9TOM OObLIMHO OTMeYalT HebonbLuioe yBenuyeHne neyeHm n 3-4-x
KpaTHoe MOBbIWeHWe Y-rnoTaMunnentngasbl M WenodYHon ocgatasbl. Tskenoe
nopaxeHuve neYeHn C BblpaXeHHOW renatomeranven W pasBepHYTbIMU MpU3HaKamMu
TSDKENOro xorecrtasa OTMevaeTcsl 3HaduTenbHo pexe (y 15-25% 6onbHbiX) n 6onee
xapaktepHo ana AL amunougosa. HecMoTps Ha BbIpaXKeHHY rernatomeranuio, yHKUNS
nevyeHn 4vaille octaeTcs coxpaHHoW. Pedkvm npusHakoM aMmunouzosa neyeHn daBnseTcs
BHYTpUNeYeHoYHasa nopranbHas runepTeH3uns, KoTopas MOXET COMeTaTbCs C BblpaXeHHOW
XenTyxou, XorecrasoM Mne4yeHOYHOM HeOOoCTaTOYHOCTbIO W CBUAETENbCTBYET O Aarneko
3awleilieM NnopaxxeHun nevyeHu ¢ PUCKOM MULLLEBOHOIO KPOBOTEYEHUSA, NEYEHOYHOM KOMBbI.
[Mpn HekoTOpbIX BapnaHTax ceMenHoro ALys-ammnnounzosa onucaHbl TSXerble CNOHTaHHbIe
BHYTPUNEYEeHOYHbIE KPOBOTEYEHMSI.

YBenuyeHne ceneseHkn, obycnoBneHHoe amunonHbIM nopaxxeHnem, BO3HUKaeT y
GonbwmHcTBa 60MNbHLIX M OBbIMHO COMYTCTBYET yBENUYeHuto nedeHn. CnneHomeranus

MOXET COonpoBOXAaTbCA (byHKLl,I/IOHaJ'IbeIM rmnocriieHn3amMomMm, 4YT1o npuMBOAUT K
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TpOMOOLNTO3Y, peaKkuM MPOSIBIIEHMEM amMuroMao3a ceneseHkn ObiBaeT ee CMOHTaHHbIN
paspbIB.

[MopaxeHne HepBHOM CUCTEMbI, NMpeAcTaBreHHOe CUMMNTOMaMu nepudepuyeckon
Hemponatum W BereTaTtMBHOM AUCHYHKUMK, oTMevatT y 17% 6onbHbix AL Tunom
amunongosa n y nauneHToB C CeMENHON aMunongHon Henponatmen pasHblix Tunos (ATTR,
AApoA1 un gap.). KnuHudeckas kapTuMHa HenponaTum npu BCex Tunax ammnongosa
NpakTU4YeCcKn OAMHAKOBA, MOCKOMbKy OOyCnoBrneHa CXoOHbIMM MpoLeccaMn: B MNEPBYHO
odepedb AereHepaumern MMENMHOBOW OBOMOYKN HEPBOB, @ TakkKe KOMMPEeCCUen HepBHbIX
CTBOJIOB OT/IOXEHUSIMW amMunonga v vuwemMmen B pesynbTate aMmunongHbiX Aerno3nToB B
CTEHKax COCyaoB.

B GonblwMHCTBE CnyyYyaeB BO3HMKaeT CMMMETpUYHas AucTanbHasi HeBponatusi C
HEeYKINOHHbIM nporpeccupoBaHveM. B gebiote nopakeHns HEPBHOW cucTeMbl HabnoaatoT,
rnaBHbIM 06pa3oM, CEHCOPHbIE HapyLLEHNS, B NepBYyt0 odepedb 60neBon n tTemnepaTypHom
YyBCTBUTENbHOCTW, NO3Xe BMOpPaUMOHHOM M MO3UMUMOHHOM  YYBCTBUTENBHOCTY,
NPUCOEANHAIOTCH ABUraTernbHble HapyweHus. Tpoduyeckme pacCTponcTea NpoABNATCS
CHMXeHMeM macchl Tena. PaHHMMK cnmnTomMamu HenponaTum GbiBalOT napecresvu unm
MyuynTenbHble  au3ecte3mn  (OHemeHus). HmKHMEe  KOHEeYHOCTW  BOBMEKalwTCa B
NnaTosIorMyeckmi NpoLecc Yaile BepXHUX.

OnccyHKuMM  BeretaTMBHOM  HEPBHOW  CUCTEMbl  4acTo  MaHUdEecTUpyrT
OpTOCTATUYECKOW apTepuanbHOW runoTteHsnen (CM.Bblle), uHorga € OBMOPOYHBIMU
COCTOSIHUAMUW, OMapeen, HapyweHueM QYHKUMN MOYEeBOro mny3blps, WUMMNOTEeHUMEn Yy
MY>XYMH.

Y 20% 6onbHbIX AL TMNomMm ammnongosa BbIABNSAT CMHAPOM 3ansaCTHOro KaHana,
00yCnoBnNEeHHOro cAaBfeHNEM CPEAMHHOrO HepBa B 3andCTHOM KaHane amuriouaom,
OTKMagbliBawLeMcd B CBA3Kax 3andctbd. KnvHuyecknm 9TOT CUHOPOM NPOSBISETCH
WHTEHCMBHbIMKN Bonsmun n napecteanamu B I-lll nanbuax kMCT ¢ nocteneHHon aTpodunen
MblwL TeHapa. K ocobGeHHOCTAM cumHApOMa 3ansiCTHOroO KaHana npu  AuanvsHoM
aMmmnnouaose OTHOCAT ero NpenMyLLLeCTBEHHOE pa3BUTUE Ha TOW pyKe, rae cpopmupoBaHa
ductyna, a Takke ycuneHume 6onen BO BpeMsa npoueaypbl remMoananunsa, BO3MOXHO, B
pesynbTate pasBuTMs ¢eHoMeHa OO6KpaabiBaHUSA, WHOYUMPOBAHHOIO CUCTYMON, YTO
NPUBOOUT K ULLIEMUN CPEANHHOIO HepBa.

MopaxeHue koxu HabnogatT noutn y 40% 6onbHbix AL-amunongosom. Ons Hero
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XapakTepHo pasHoobpasve MnposiBNEeHUn, BKMAYas napaopbutanbHble remopparnm
(naTorHoMOHW4YHbI Ans AL amunongosa), BO3HUKAKOLWME NpU Manenwem HanpsXeHum
(kawenb, HaTyxmBaHue). OnucaHbl Takke nanynbl, ONAWKKM, Yy3enku, ny3blPbKOBbIE
BbiCbiNaHnsA. Hepeako HabnogalT MHOYpaumo KOXK, aHanorMyHyr CKnepoaepMUYeCcKomn.
Peokum BapmaHTOM nopaxeHus kKoxu npu AL-Tune amwunougosa cnyxat HapylleHus
nMrMeHTaumm (OT BbIPAXEHHOr0 ycuneHuss OO0 TOoTanbHOro anbbuHuama), anoneums,
Tpodryeckme HapyLLeHUs.

[MopaxeHne onopHo-ABUraTenbHOro annapara peako (B 5-10% cny4vaeB) BO3HMKaET
y 6onbHbix AL Tunom amwunonposa (MCKno4vasi KOCTHblE WM3MEHEHUSI NMpU MUENIOMHOWN
6onesHu). Npn 3TOM xapakTep TKAHEBOro OTIIOXKEHUS amuronaa CXoAeH npu obomx aTux
TMNax amuriongosa: amuroung OTKMNadblBaeTCs B KOCTSAX, CYCTaBHOM Xpslle, CUHOBUWU,
CBS3KaxX U MblLULAX.

AmMunongHble OTNOXEHMS B Mbllluax vawe HabnogatT npyu AL-amunongose. OHu
NposiIBNAITCA ncesgornneptTpoduren (rmnepTporpoBaHHbIN MbllEYHbIN penbed npu
3HAYUTENBHOM CHWXEHUW MbIWEYHOW CUNbl) MM aTpodmen Mblwl, 3aTpyaHAOLWMMA
ABWXXEHUS, MblLleYHbIMM BonsiMu.

Makpornoccusi - NnaTorHOMOHUYHbBIN cumnTomM AL Tuna amunongosa, oTMevaeMblit
npumepHo y 20% naumeHTOB, OOYyCroOBfeHa BbIPAXEHHOW WHUNbTPauUMen MblLL
aMmunouaom. B TsXKEnNbIX criydasix Makporrnoccusa 3aTpyaHAeT He TOSbKO MPUEM MUK U
peyb (A3blk MOXET He yMelwaTbCA B POTOBOW NOSMOCTU, BONbHbIE YacTO MOMepXmBatoTCs,
peyb CTaHOBUTCHA HeuneHopasgeribHOW), HO W MpPUMBOAUT K OOCTPYKUMWM AbIXaTeNbHbIX
nyten. MNpu AA amnnongose oHa He pa3BUBaeTCS.

Cpeon Jpyrvx OpraHHbIX MOpPaXXeHUn npu amMunougose W3BECTHbl MOpaxeHue
LWNTOBMAHOW Xenesbl C pasBUTUEM KIIMHUYECKOW KapTuHbl runotupeosa (npwu AL-tune
amunonaosa), Haano4Ye4YHMKOB C MNOSABNIEHNEM CUMNTOMOB UX HEAOCTATOYHOCTM (Yalle npu
AA Tune amunouaosa), 9K30KPWUHHBIX >Keres, npuBoasdliee K BO3HUKHOBEHUIO CyXOro
cuHgpoma, numdageHonatus. Pegkum, onucaHHbiM npu AL n ATTR Tunax nposBneHnem
amunongosa 6oiBaeT nopaxeHue rnas.

KnuHnyeckas kapTuHa Opyrmx TUNOB amuriongosa BapbupyeT B 3aBUCMMOCTU OT
OCHOBHOW nokanusaumm n pacrnpocTpaHeHHOCTN aMUNoONaHbIX Aen03nTOB, KOTOpble NHorga
MOryT ObITb 3HAaYUTESNBbHBIMW N HAaNOMWHATL NPoABneHns AL-amunonaosa.

KnuHuyeckue pekomeHgaumm:
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14.Mlpu cuctemMHoM amunouvaose AnNA  AWArHOCTUKU  aMUITIOMAHOro
nopaxeHus opraHa HeT Heob6XxoAUMMOCTM NPOBOAUTbL OMOMNCUIO ITOro
opraHa Yy OonbHbIX € paHee BepupULUMPOBaAHHbLIM OUArHO30M
amunouposa no pesynbTatam 6uoncum gpyroro opraHa. OgHako To4Has
ANAarHoOCTUKa BO3MOXHa TONIbKO C MNOMOWbI Mopdonornyeckoro
nccrneaoBaHus

15.HanbGonee TUNMYHLIM MNpPOSIBNIEHMEM amurionpo3sa MNoYeK SABNAETCA
npoteunHypusa 6onee 0,5r/cyT, 4yawe HedpoTMyeckoro ypoBHs. NHorpa
npM MHOXECTBEHHOW MMuernomMe BaXHoe 3HayeHue npuobpeTtaer
MMMYHOXMMMYECKOEe 3reKTpocopeTnyeckoe uccrneaoBaHue Mouum Ans
oTNNYMA anbOyMMHYpuUM B pamMKax amunoumaosa U NpPoOTEUHYpPUM
nepenonHeHuss (Hanuume B Mo4e Oenka bBeHc-[IkoHca, peakuus
Tepmonpeuunutauum 6enka BeHc-[koHca He oGnagaeT AOCTaTOYHOM
MHPOpPMaATUBHOCTLIO). [INs ycCTaHOBNEHUSs CBA3W TMPOTEMHYpUU C
amMunonao3oM  HeoGXoAMMO  TaKkKe  UCKIHYUTbL  MPOTEUHYpPUIO,
CBAA3aHHYO C pAuabeTuyeckon HedponaTmem M rUNEepPTOHMYECKOW
NOYKOM.

16.XapakTepHbIM nposiBJIeHUEM amunoumaosa cepaua SAABNAETCSA HU3KasA
amnnuTyaa kenynouvkoBbix KomnnekcoB Ha JKI (meHee 5mMm B
oTBeAEeHUsIX OT KoHeyHocTeM). MaTonornyeckne Q-3yb6ubl y 60MbHbLIX
aMunonao3oM Hepeako ABNSKTCA NceBAOUHGapKTHbIMU (BCcneacTBue
3NEKTPUYECKM HEeUTpasribHbIX OTMOXEHUMW amMunouvaa, UMUTUPYHOLLUX
pyobuoBble u3MeHeHusi, obycnoBneHHble WBC), opHako npwm
3HAYNTENbHOM amMuUNIonao3e KOPOHapPHbIX apTepumM BO3MOXHbI U
MCTUHHbIEe UH(APKTbI MMOKapAa.

17.HanbGonee 4eTkMM yKaszaHMeM Ha amunoupo3s cepaua SABNsETCA
YTOJWEHNe MeXKenyao4ykoBOW neperopoakun wu/unm 3agHen CTEeHKU
nesoro xenypnoyka 6Oonee 12mMm npu Y3WU, ocobeHHO Korga 3Tu
M3MeHeHus1 co4yeTaloTcsa ¢ HuskoamnnutyaHou IAKI. Ho BmecTte ¢ Tem
BaXHO WCKNOYATbL WUCTUHHYK runepTpocuio Muokapaa neBoro
Xenyaooyka y vy € HanMuMeM NOTeHuMuanbHbIX MPUYMH AnNA ee

BO3HUKHOBEHUS (apTepuanbHasa runepTeH3us u ap.).
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18.

19.

20.

21.

22,

PecTpukTuBHbIEe HapylleHUsi AMacTONMYECKON (PYHKUMU U CHUXKEHue
cdpakumm BbIGpOCca He ABNAOTCA paHHUMU NPOSABIIEHMAMU aMunonao3sa
cepaua, HO  XapaKTepusylT aMWUIIOUAHYH  Kapauonatuio B
AanbHeuLweMm.

NMpumeHeHne MPT ¢ ragonuHuem ¢ BbICOKOW BEPOATHOCTLIO BbISABNAET
MHPUNLTPATUBHbLIA XapakTep MNOpPaXeHMA MUoKapaa M, XOTA He
ABNsieTcA cneundunyeckMMm NpPU3HaAKOM amuriomgosa ceppaua, MoXxeTt
MCnonb30BaTbCA B KayecTBe [AOMOSIHUTENIbHOro ero npeavkTopa, B
OCOOGEHHOCTU Yy OONbHbIX C  MOHOOpPraHHbIM  KapAuanbHbIM
amunouposom. He obnaparoT cneunPuUYHOCTLIO B OTHOLUEHUM TONbKO
amunouaosa v BbICOKME YPOBHU TPONOHUHOB U N-KOHUEeBOro npobenka
MO3roBoro Hatpunypetudeckoro ¢gakropa (NT-proBNP).

YTonuweHne cBo604HON CTEHKW NMpaBOro enygo4yka y nauueHToB 6e3
NIeroyHoM W apTepuanbHOW TFMNEepPTEeH3UN HABNSETCA YyKa3aHMeM Ha
BbICOKYH0 BEPOATHOCTb WHMUNLTPATUBHOIO MOpaXeHusi MuoKapaa
npaBoro xenyao4uka, NpM MOHOOPraHHOM KapAauanbHOM amunouaose
TakMM nNauueHTamMm MOXeT ObITb peKoMeHAoBaHa buoncus Mmokapaa.
Mpu3Hakom amunounaosa nevyeHU ABNAETCA €€ yBeNIM4eHue, C BbICOKOMN
cneundrUYHOCTbLID MOXHO AWArHOCTUPOBaTb aMUIIONAO03 MNeYeHu Yy
GONbHbIX CUCTEMHbLIM amMUIIOMA030M C renatomeranven 6onee 15¢cm no
AaHHbIM KOMNbIOTEPHOM TOMorpacdum. Y OONbHbLIX amMUIIONAO30M
OObIYHO BbLIABAAKT TakKkKe Xxonecta3 (NOBbIWEHME LWEeNOYHOWN
¢occhartasbl u/vunu ramma-rnoTamunnentTungassl B 1,5 pasa no
cpaBHeHuMIO C¢ Hopmon). JloxXHasi AMarHocTMKa amMunouaosa NneyYeHwu
BO3MOXHa Yy OONbHbIX C TSXENOW 3acCTOMHOM MpPaBOXeNyA04YKOBOM
HeAOCTaTOYHOCTbHO.

OunarHoctnka  nepucdpeprMyeckon amMunonagHOW  NONIMHEeBponaTum
OCHOBbLIBaeTCA B MNepBYyH oyYepeab Ha KIUHUYECKOW OLEeHKe
HEeBPOJIOrMYECKUX TMPOABMEHUA — OObLIYHO BbISABNAT pasfinyHble
HapylweHUA 4YyBCTBUTENbHOCTU. U3-3a nopaxeHusi NnpenmyLlecTBeHHO
MeNKuUX HeMUeNUHU3NPOBaAHHbIX BOJIOKOH 3nekTpomuorpacdpua u

uccneagoBaHMe CKOPOCTM NMpPOBEAEHUS HEPBHOTO MMMynbca OOLIYHO



HenHcpopMaTUBHbI ans paHHen ANarHoCTUKM amMunonaHowm
nonuHeBponaTum.

23.MopaxeHne BereTaTUBHOM HEPBHOW CUCTEMbI Yalle BCero nposBnseTcs
OPTOCTAaTUYECKOW TUMNOTEH3MEen pa3HOM cTeneHun TaxecTun. OpgHako
CUCTONMUYeCcKoe aptepuanbHoe AaBrieHMe meHee 90 MM pT.CT. MOXeT
ObITb OOYCNOBNMEHO HU3KMM cepae4vYHbIM BbIOPOCOM Yy OONbHLIX C
cepAe4yHoOn HeOoCTaTOYHOCTbIO WNU runoBorieMuerd y OONnbHBLIX C
TAXenbIM HepOTUYECKMUM cuHapomoMm.  [Ipyrumu YacTbiMU
NPOSIBNIEHUSIMAU  NOpPaXeHUA  BereTaTMBHOA  HEPBHOM  CUCTEMbl
ABNSOTCA MOTOPHasa Anapes u AMchyHKLUM MOYEBOTO Ny3bIpA.

24.[Inapen BcneacTteue UHUNbTPaUnmn amMmunonaom CTEHKU
XXeNnyAo4YHO-KALWWEeYHOro TpaKTa BO3HUKaeT peako, TaKyr auapero
TpyaHo pAaudchepeHumpoBatb OT MOTOPHOW Auapen B paMKax
nopaxeHus BereTaTUBHOM HepBHOM cuctembl. Hambonee HapexHo
BOBJIeYEHUE  XKeNyAOYHO-KMLIEYHOro TpakTa npu  amunouvaose
yCTaHaBnMUBaKOT NO pe3ynbTaTaMm Mop¢onorM4eckoro uccrnenoBaHuUA.
OpHako oGHapyxeHue amunonpa Tonbko B cTeHkax cocynoB XXKT ewe
He siBnsieTca Kputepuem nopaxeHusa XKT, Heobxogumo oGHapyxeHue
aMuUnouaHbIX AOeno3uToB B WHTEPCTALUM MOACSIM3UCTOroO  Cros
KULLIEYHUKA.

25.HoaynsipHbIN  NEroYyHbIn M TpaxeoOpoHXManbHbIA aMunomaos 3a
pPeaAKUM  UCKINKYEHUEM  ABMAIOTCA  NPOSIBIEHWEM  JNIOKarbHOro
AL-amunonpgosa. [MOna cuctemHoro AlL-amunouposa XapaKTepHoO
obHapyxeHue ancdysHoro MHTepCcTULManbLHOro nero4yHoro
amunouposa. B cBA3nM ¢ peaKkocTb AbIXaTeNlbHON HeAOCTaTOYHOCTU
HeoGxoauMoOCTM B Mopdornornyeckon BepuduMKaumm neroyHoro
amunouposa oOObl4HO He BoO3HMKaeT. Hawbonee wuHdOpMaTUBHBLIM
MEeTOAOM KIIMHUMYECKOro BbISIBIEHUA aMunouaosa Jerknx CryxXuTt
KOoMnbloTepHass Tomorpacdpumsa. OaHako 3aTpyAHeHUsI BO3HUKAKOT Npwu
andcepeHuMpoBaHMN amunonaosa nerkux ot nopaxeHus Bcnencreme
3aCTOMHOM cepaevyHOM HeJOCTaTOYHOCTM.

26.CamocTonATenbHOe 3Ha4YeHNne UMeeT KOHCTaTauus amunonaosa nnespbl,



yKa3aHueM Ha KOTOpbI SIBNSAETCA peuuauBupyroLnA nreBpanbHbIn
BbINOT, HE3aBUCUMO OT 3(Pp(PEKTUBHOCTU JIeYEHUSA OTE@YHOro CUHAPOMA,
OOyCNnOBNEHHOro cepaeYHoOW HeAOCTAaTOYHOCTbH U HePPOTUYECKUM
cuHgpomom. [lpu amunomgHOM nopaxeHuu nneBpbl XWAKOCTD,
nonyvyeHHas BO BpeMA NYHKUUM NneBpanibHOM NOJIOCTU, HepeakKo
coaepXuTt npumecb KpoBu. [pu amumnompose nneBpbl 3BaKyauum
nneBpanbHOro BbINOTa Kak NpaBuno HeadgdeKTUBHbI U3-3a HOBOrO
ObICTPOro ero HaKomneHus.

27.TMopaxeHne MArkMX TKaHen xapakTtepHo ana AL-amunoupo3a. Mpu atom
amMmunouaHaa Makporfioccus ¢ MHpUNbTpaunen AgHa poTOBOW MONOCTMH,
nepuopbutanbHaas nypnypa (M KOXHble remMopparum Ha Tene)
NaTOrHOMOHUYHbI ANA 3TOro TMNa amunouposa. Bo3moXxHbI Takxke
nceBgorunepTpodmsa ckeneTHbiX Mbiwy (C pasBUTUEM MbILLEYHOWN
cnaboctun), numdageHonaTus, ammnonao3 BUCOYHOM apTepuUm.

28.Llenecoo6pa3Ho nepeuymcneHve B AuarHo3e MOpaXeHHbIX OPraHoB, B
ocobGeHHOCTHU, amunonaosa cepaua Ansl OUEHKU TSAXECTU OONbHbIX U
pucka bbicTporo nporpeccupoBaHus. [pu3Hakamu nporpeccupoBaHuUs
amunouposa cepaua ABNAOTCA AanbHeWwee yTornuweHne Muokapaa (Ha
2vm n Oonee), yBenu4YeHMe Knacca cepae4yHOM HeAOCTaTOYHOCTM,
CHuXeHune ¢ppakumm Bbibpoca Ha 10% wm Oonee. Haubonee
MHOPMaATUBHLIMKA MOKasaTensasMuM TSXECTU amunoumaosa ceppaua
asnsaTca ypoBHU NT-proBNP (B ocobeHHocTn 6Gonee 1800Hr/n), a
TaKkKe TpPONOHUHOB (TponoHMH T 6Gonee 0,025Hr/mn). Kputepusimu
NOYEeYHOro MPOrpeccupoBaHUsA SIBNAKOTCA yBeNnuM4veHue NpoTenHypum
(Ha 50% oT ncxogHOro ypoBHs, Kak npaBuno Ha 1r/cyT u 6onee), ypoBHs
CbIBOPOTOYHOro KpeatuHuMHa (Ha 25% wu Oonee OT UWCXOQHOrO).
MHdopmaTUBHLIM KpUTEepuem nporpeccupoBaHUA amunonaosa nevyeHu
AIBNAETCA YyBenuyeHue YpPOBHA Leno4vyHon cocdartasbl Ha 50% oT
ucxogHoro. lMporpeccupoBaHMe nonuHenponaTtum yctaHaBnuBaKT MO
pesdynbTatamM 23nekTtpomuorpacMm U UccnegoBaHUSI CKOPOCTU
npoBeAeHUA HEepBHOro uMnynbca (M3MEHEeHMA BO3HMKAKT Ha

npoaABUHYTbLIX CTaguax HOHVIHeBpOHaTVIVI). BaxHbIM noka3satenem



TAXeCTU 6onbHbIX AL-amunounposa sBnsieTcsl pasHvWUa B cogepXaHuu
CcBOGOAHbLIX rerkux uenen uUMMyHornobynuHos 6Gonee 180mr/n,

yctaHoBneHHasa metoaom Freelite.

IleyeHue

Mo coBpemMeHHbIM NpeAacTaBneHusaM, Lenbko Tepanun nwboro Tmna ammnongosa
CNyXuT YMeHbLUEeHne (nnn, ecnm BO3MOXHO, yaaneHue) KonuyecTsa
GenkoB-npeflecTBEHHNKOB  Afi  TOro, 4Ttobbl  3amMeanntbe WM NPUOCTaAHOBMUTb
nporpeccupoBaHne 6onesHn. HebGnaronpuaTHbIA NPOrHO3 MpPUM €CTECTBEHHOM TeYeHun
aMmunouaosa onpasibliBaeT MPUMEHEeHUEe arpecCUBHbIX MeToAOoB NedeHus. KnuHuyeckoe
ynydweHve, [OCTUraemMoe C MNOMOLUbI0 JflevyeHus, BKYaeT cTabunmsaumioo  mnm
BOCCTAHOBMNEHNE (YHKUNN >XU3HEHHO BaXHbIX OpraHoB, a Takke npegoTBpalleHne
PYHKUMOHANbHbBIX HapyLleHUn, C YBENMYEHUEM NPOOOITDKUTENBHOCTU XMU3HU OBOSbHbIX.
Mopdornornyeckum  kputepueM 3PPEKTUBHOCTU  NIEYEHUA  CUYMTAKT  YMEHbLUEHue
OTNOXEHUN amMunounaa B TKaHSX, YTO B HaCToslllee BPeMs MOXHO OLEHWUTb, NPUMEHSAS
pPaguoOnN30TOMNHYK CUMHTUTPAUI0 C CbIBOPOTOYHLIM aMUNouaHbIM P KOMMOHEHTOM,

meueHHbiM J''

. Kpome OCHOBHbIX aHTUaMUNONOHbIX TEPANEBTUYECKUX PEXNUMOB, NeYeHne
amunoungosa [LOMKHO BKMOYaTb CUMMATOMATUYECKME MeToAbl, HanpaeBfeHHble Ha
YMEHbLUEHNE BbIPaXXEHHOCTN 3aCTOMHOW HEeAOCTaTOYHOCTM KPOBOOOpAaLLEeHUs, apUTMum,
OTEYHOro CMHAPOMA, KOPPEKLMIO apTepuanbHON rTMNePTEH3NN N TMNOTEH3U.

NleyeHne AA Tuna amunoumposa. Llenbio Tepanum BTOPUYHOrO amMuriongosa
CNY>XUT nogasrneHne npogykumm 6enka-npegwectseHHnka SAA, 4TO OCTUraloT nevyeHmem
XPOHMYECKOro BOCNaneHus, B TOM YUCIe U XUPYPruiyeckuM nyTem (CEKBECTPIKTOMMUSA Npu
ocTeoMuMenuTe, yaaneHue [onuv NErkoro npu OGpPOHXO3KTaTMyeckon 6onesHu), onyxonwu,
Ty6epkynesa. Ocoboe 3HavyeHue B HacTodALLlee BpeMS NpUAatoT fIeYEHNIO peBMaTONOHOMO
apTpuTa, y4nTbiBas ero nuanpyroLlee nonoxeHne cpegm NpudnH BTOPUYHOro ammnongosa.
basucHas Tepanus peBmatougHoro aptpurta umtoctatudeckumn JIC — meToTpekcaTom,
uuknodgocdammgom, xnopambyumnom, HasHavdaemasa Ha OnuTenbHbIn cpok (bonee 12
mMec), cnocobctByeTr 6onee pegkomy pasBuTMIO amurioMgosa. Y NauMeHTOB C  yxXe
pasBMBLUMMCS aMUIIOMAO30M fledyeHMe UuuTocTaTukamu no3sonseTr B OOnbLIMHCTBE

Cry4YyaeB YMEHbLUUTb KIMHMYECKUE NPOSIBIIEHUS aMUNOUAHOW HedponaTuM - CHUXEHUe

NpOTEVHYPUN, KyNMpOBaHNEe HePOTUHECKOrO CUHAPOMA, CTabmunmnsaums yHKUMIN noyek. Y
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YacTM naumeHToB yAaéTcsa npeporBpatute passutne XMNH wnn  3amegnute  eé
nporpeccmpoBaHne, YTo CyLIECTBEHHO ynydwaeT nporHo3. O6 ahPeKTUBHOCTM NeyYeHns
uuMToCcTaTMKamMu CBUAETENbCTBYET Takke Hopmanusauus KoHueHTpauuun C-peakTUBHOro
Genka B kKpoBu. CpeactBom Bbibopa Ans neveHms AA amunongosa npy nepunognyeckomn
BGonesHn CAy>XuT KONXuumH. MNMpn ero NOCTOAHHOM MPUEME MOXHO MOMHOCTBIO NPEKPaTUTb
peunaneBnpoBaHme NpUCTYnoB Yy BOMbLUMHCTBA BOMbHbIX U 3aTOPMO3UTb Y HUX pas3BUTME
amunouvgosa. [pu passuBlIEMCH aMUNOUAO3e ANUTENbHbIM, BO3MOXHO, MOXWU3HEHHbIV
npuém KonxuumHa B Jo3e 1,8-2 Mr/cyT npuBOAUT K PEMWUCCUM, Bblpaxalollencs B
NUKBMA4AUUM He(PPOTUYECKOrO CUHAPOMA, YMEHbLLUEHUW NN UCHE3HOBEHUN NPOTEUHYPUN Y
BonbHbIX C HOpmanbHOW yHKumMen nodvek. Mpu Hanmuum XIMH HavanebHyto gosy J1C
YMEHbLUAIOT B 3aBUCMMOCTU OT BEMNYMHbI KIyB6OUKOBOM hunbTpaumm, XOTS MpU CHUXKEHUN
KOHUEHTpauun KpeaTuHNHA B KPOBU BO3MOXHO BHOBb MOBbILLEHWE 003bl O CTaHOAPTHOM.
KonxuumH Takke npegoTepallaeT peunams amurongosa B TpaHCNNaHTUPOBAHHOM MOYKe.
BonbHble xopowo nepeHocat gaHHoe JIC. lMpu passutum gucnencum (Hambonee 4Yactom
no6o4yHoOM adhhekTe KonxmumHa) HeT HeobxoammocTu B oTmeHe J1C, T.K. OHa, Kak NpaBuno,
ncyesaeT CaMOCTOATENIbHO WM MpUM  Has3HayeHun  (PEepMEeHTHbIX  rpenapaTtos.
AHTMaMnNongHbIn 3PAEKT KONMXMUMHA OCHOBAH Ha €ro CnocobHOCTU B 3KCNEpUMEHTE
noaaBnATb OCTpohasoBbii  cuHTE3 6Genka npegwectBeHHMka SAA, ©GnokupoBaTb
obpasoBaHMe amunouayckopsitowero daxkropa M TOpMO3UTb oObpasoBaHue ubpunn
amunovga. Ecnn adpdekTMBHOCTbL KONXMULUUHA NpU aMmuinonaose B paMkax nepuoamyeckomn
6onesHn He BbI3bIBAaeT COMHEHWI, TO pe3yNbTaThbl €ro NPUMeHeHUs y 60MbHbIX BTOPUYHBIM
aMnnouao3oM He oagHO3HauyHbl. Kpome konxuuuHa, npu AA Tune amunongose npuMeHsitoT
ANMETUNCYnbgOoKCHa, BbI3bIBAKOLWMNA pe3opbumio aMnnongHbix oTnoxeHnn. Heobxoanmo
ero Mcnonb3oBaHne B BbICOKNX 03ax (He meHee 10 r/cyT), YTO OrpaHU4YeHO 13-3a KpanHe
HenpuATHOro 3anaxa, wucxogswero npu ero npuéme. CoBpeMeHHbIM MpenapaTom,
HanpaBfeHHbIM Ha pe3opbunto amunouaa asnsaetrca ubpunnekc, ero npuMeHeHue
onpaBgaHO B KayecTBe [JOMOSIHEHUS K OCHOBHOW Tepanuu npegpacnonararouero
3aboneBaHns NNK K NEYEHMIO KONXULIMHOM.
KnuHuyeckne pekomeHgauum:
29.0cHOBHOM cTparerven neyeHus AA-amunounposa ABnsaeTcs
acphekTMBHAA Oopbba ¢ npuuMHOM BocnaneHus. JledeHMe [OMXKHO

npoBoaAuUTbLCA BHe 3aBUCUMOCTU OT KIIMHWYECKOM aKTUBHOCTM
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BOcnanutenbHOro 3aboneBaHusi 4O HOpManu3auuu MapKepoB OCTpPoOu
¢da3bl BocnaneHus - «C»-peakTUBHOro 6Oenka (npeanoyYTUTENbHO
npuMeHeHne BbICOKOYYBCTBUTENbHONU MeToauku nsamepeHuss — hsCRP)
un/vnun SAA c nocrneayruwmm noanepXXaHMemM ypoBHA 3TUX MapKepoB B

HOpMaNbHbLIX Npegenax

30.Y OonbHbIX peBMaTOMAHbLIM apTPUTOM U  CepoHeraTUBHbIMU

31.

nonuapTputaMm HeobXoaMMO TMOCTOAHHOE TMOXU3HEeHHOe nevyeHue
pasnuyHbIMM cxemamum 6asucHou Tepanuu. OTAAOT npeagnoyvYTeHue
COBpPEMEHHbIM MHrMéuTopam PHO-q, MHTepnenknHa-1 unm
UHTepnenknHa-6, aHTu-CD20-areHtam. [ns MHoOroneTtHero npuema
yAOOHO npumMeHeHMe MeToTpeKkcata B Hebonbwux posax (7,5Mr B
Hepento). MeHee xenaTenbHO, HO He NPOTUBOMNOKA3aHO TakKXe nevyeHue
rnokokopTukongamu. MNMocne oueHkn adpcheKTMBHOCTM U Ge3onacHoCTU
6a3uMcHon Tepanuu onpaBAaHO NpUcoeAUHEHUEe Tepanun KONMXULMUHOM
2wmr/cyrT.

Npenapatom BbIGOpa nNpM NepuoaNYeCKONn OONe3Hn u TsXKenou
peunamBMpyloWen noaarpe siBNAeTcA KonxuuuH 2mr/cyTt. HavanbHas
Aosa npenapata 0,5mr/cyT, 3aTtem nocTeneHHO A03y A[OBOAAT A0
ueneBoM MoA  KOHTPONEM  KIIMHUYEeCKOro aHammsa KpoBU M
CbIBOPOTOYHOIrO YpPOBHA  KpeaTuHuHa. [Ana  npeaynpexaeHus
OCMOTUYECKOM Auapen, OOYyCNOBMIEHHOM KONXULMHOM, BO3MOXHO
BpeMeHHOe Ha3HayeHue pepMeHTHbIX npenapaTtoB (me3nm-coprTe,
cdecTan) c oTMeHOM No Mepe aganTaumm K NneYeHuro KonxmuumHom. [losy
KONXULMHA CHWXaKT Ao 1mr/cyT y 6onbHbIX ¢ npoaBuHyTon XbBI1 (4-5

cTagun)

32.Tpu kpuonupuHonaTusix npenapatamMmm Bblibopa ABNSATCA UHIMOUTOPLI

Un-1, npu TRAPS - wuHruoutopnl @PHO-a. B panbHenwem

npucoeanHAT KONMXULINH

33.Mpy XpPOHUYECKMX HArHOEHUsAX BaXHoOe 3Ha4yeHMe umeeT no

BO3MOXXHOCTU XUpPypruyeckoe nccevdeHme ovaroB, gaxe npv otcytctBum
NMPU3HAKOB aKTUBHOrNro BocCnarneHnsa B HUX. B panbHenwem wnun

OAHOBPEMEHHO MNPOBOAAT re4veHue pgumekcupgom (5-10r/cyt B



pa3BeaeHnun GONbLWNM KONMMYECTBOM COKOB — TOMATHOro, rpaHaToBoro

u ap.). Mpenapat npeanoyYTUTENEH NPU NeroYHbIX HarHOEHUAX.

INleuenune AL Tuna amunounposa. Npu AL Tune amunongosa, Kak u npu MMENOMHOWN
GonesHun, Uenblo nevYeHns CNyxuT nogasneHve nponudepaumm KnoHa nnasmaTuyeckmx
KNeToK ANs YMEHbLUEHUS NPOAYKUMM NErknx uenen MMMyHornobynmHoB. 3Toro gocturatot
npu HasHadeHun mMendanaHa B COYETaHMM C NpeaHu3onoHom, Gonee 3ddEKTMBHO
coyeTaHue mendanaHa c gekcameta3oHoMm B 6onblion gose. OgHako AnutenbHoe (He
MeHee 12 MeC) neyeHMe MOXHO TMpoBecTM He BceM OO0nbHbIM, MOCKOMNbKY
nporpeccupoBaHne 60ne3HN MoXeT onepexaTtb OOCTMXEHME MOSNTOXUTENbHOro addekTa
mendanaHa. MendanaH obnagaetr MMENOTOKCMYECKMMW CBOWCTBaMK, NpmBoas K
pas3BUTUIO OCTPOro JfierMko3a unu muenogucnnasvui. B nocrnegHue rodbl rnokasan CBOHO
3(ppeKkTUBHOCTb MHIIMBUTOP NnpoTeacom 6optezomunb (Benkens). OCHOBHOE NpenMMyLLEeCTBO
6opTesommba cCBA3AHO C BO3MOXHOCTbIO [OCTMXKEHUS ObICTPOM remMaTosiorM4ecKom
pemuccun. o Mepe [AOCTUKEHUA PEMUCCUN Y HEKOTOPbIX OOMbHBbIX MNPUMEHAOT
XMMUOTEPANUIO BbLICOKUX A03 C MNOOLAEPXKKON ayTOMOrMYHbIMU CTBOJSIOBBIMU KINETKaMM.
BornbHbIM BHYTpPMBEHHO BnuBalT MendanaH B gose 200 Mr/M? MOBEPXHOCTU Tena ¢
nocnegyrowmMm BBeOEHWEeM  ayToMorMyHbiX CTBOMOBbIX kneTtok (CD34+) kposu.
AyTOnornyHble CTBOSOBbLIE KIETKM MNOyyalT MeTOAOM nerikadepesa KpoBu O60MNbHOro
rnocrne npeaBapuTenibHON X MOBmMnNM3aumm M3 KOCTHOro Mo3ra nog BNnaHMEM BBEAEHHOro
N3BHE TIPaHYNOUUTAPHOrO KOSNOHMEeCTMMynupytowero dakropa. pu ctporom nogbope
BOMNbHbIX C UCKMOYEHMEM MPOTMBOMOKA3aHUM K aToM Tepanum addekT nonyyaT y 60%
GonbHbIX. Y  BONbHbIX C  KAMHMYECKMMM  CUMMTOMaMu amunougosa cepaua,
OpTOCTaTUYECKOWN MMNOTEH3NEN, Anapeen, Harnnvmem xenyao4Ho-KMLWeEeYHbIX KpOBOTEYEHUI
B aHaMHe3e, a Takke nuy, ctapwe 70 neT ¢ amnnongHbIM nopaxeHvem 2 n bonee cuctem
opraHusma npoBefeHVe XMMUOTeparnuuM BbICOKUX [03 He pekoMeHayeTcs. Tskenbln
arpaHynouuTto3 u Apyrve OCMOXHEeHUs 3TOW Tepanun CyWecTBEHHO OrpaHuYMBaloT ee
npumeHeHne. [MpoBoaAT TaKke neyYeHue TanuMaoMmaoMm WM - NeHanMaAOMUOOM.
HecOMHEHHbIMM npu3HakaMn 3PEPEKTUBHOCTN Tepanuum 4epe3 12 Mec ABNSAKOTCS
yMeHblleHne  npotevHypum  Ha  50%  ©e3  HapyweHus  (PyHKUMA  MOuYeK,
HOpMarnuaaumo/cTabnnusaunio  KOHUEHTpauum KpeaTtuHMHa B KPOBW, MOBbLILEHHON A0

Ha4Yana ne4vyeHund, nc4e3HoBeHmne CMMNToOMoOB HEJOCTATO4YHOCTU KpOBOO6paLLl,eHVIFI, a TaKkxke
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MeHbLleHne Ha 50% OBHS1 MOHOKIOHAITbHOrO MMMYHOTNI00yniMHa B KPOBU M MOYE.
y
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MpuMmeHeHne KonxuumHa ans nedeHuns AL Tmna ammnongosa HeddeKTUBHO.

KnuHuyeckue pekomeHgaumm:

34.0cHoBHOM cTparerven neyeHuns AL-amunounposa aABnsaeTcs

3NMMMHAUMA aMUNOUAOreHHOro KroHa nriasmMaTU4YecKUX KIeToK
KOoCcTHOoro wmo3ra. l[ocne AOCTUXEHUA remaTosiorM4eckon pemMmuccum
npoBOAAT NPOTUBOpPELUAMBHOE nevyeHne He meHee 12 mecsueB. B atoTt
nepuoa npu oTCyTCTBMM NPOTUBOMNOKA3aHUM BO3MOXHaA XMMMUOTepanus
BbICOKUX A03 C NOAAEPXKKOW ayTONOrMYHbLIMU CTBOJNIOBbLIMU KIleTKaMM —

MeToA, NO3BONAKTILMN A00UMBaTLCA ONUTENTbHOW PEMUCCUMN.

35.MonHbIN remaTonorn4yeckum OTBET AUArHOCTUPYKT Ha OCHOBaHUM

MCYe3HOBEHUA MOHOKJTOHasbHbIX aMunounaoreHHbIX
MMMYHOIIOOYNIMHOB NO AaHHbIM UMMYHOMUKCaLUUN KPOBU U CYTOYHOM
MOYM, KOJINYECTBEHHOro onpeaerieHusi CBOOOAHLIX JEerkux uenemn
MMMyHorno6ynmHos metoaom Freelite (HopmManbHbIN ypOBeHb NErkux
uenen Kkanna — meHee 19,4mr/n, naméga — meHee 26,3mMr/n, HopmanbHoe
COOTHOWeEeHue nerkux uenen B npepenax 0,26-1,65). MNMpu cHuxeHUm
YPOBHA CBOOOAHbLIX nerkux uenem Ha 50% oT wucxogHoro
ANArHOCTUPYIOT YaCTUYHbIA OTBET, KpUTepueM OYeHb XOopoluero
YaCTUYHOIro OTBeTa SABJISIETCA pa3HuuUa Mexay coaepxaHuem obeux

nerkux uenem UMMyHornodynmHoB meHee 40mMr/n.

36.KnuHunyeckun adcpekT Tepanum B nepByr ovyepenb OLEHUBAKOT NoO

ANHaMUKe KapAWONIOrMYeCKUX U peHanbHbIX noka3atenen. Ocobo
BbiaensoT NT-proBNP-otBeT (CHuXeHue 3Ttoro mapkepa Ha 30% wu
6onee, unu Ha 300Hr/n n 6onee y NauueHTOB C UCXOAHLIM YPOBHEM
6onee 650Hr/n). C knNuHMYecknm 3dcekToM neyvyeHMa OGonblue
KoppenupyeT MNo4Ye4Hbi OTBET (CHWXEHMe NPOTEeUMHYypuu Ha 75% wm
Oonee, noBbIWEHME CbLIBOPOTOYHOrO KpeaTMHMHa He 6onee 25% ot
ucxogHoro). OTBeT CO CTOPOHbI [OpPyrMx OpraHoB He ob6napaer
CyLlecTBEeHHOMN NPOrHOCTUYECKOWN MH(POPMaTUBHOCTLIO.

A PeKTUBHOCTL Je4vyeHUa amunonaosa nNevYeHU OUeHMBaKwT no



CHWXEHUI YpOBHA weno4yHon ¢occarasbl (50% wn OGonee) wm
YMEHbLUEHUID pa3MepoB MNevYeHU (KpaHMOKaypalibHbIW pa3mep no
AaHHbIM KT gomkeH ymeHbwutbcss Ha 30% B TevyeHuMe roga nocne
AOCTUXEHUA remartosiormnyeckon pemmccum), achPeKTMBHOCTb fNevYeHus
aMUNIOMOHOWN NOJIMHEMpONnaTUu BbIACHAKT, rNaBHbIM o0OO6pa3om, no
pe3ynbTaTtamM KIIMHUYECKOro HeBPOJIOrM4eCKOro ocMoTpa. YMeHbLleHne
aMUNouAHbIX OENO3UTOB B MANKMX TKaHAX MOXET ObiTb OLleHEeHO no
AaHHbIM KOMMNbIOTEPHOU TOMoOrpacmm WA MarHUTHO-PE3OHAHCHOMN
ToMmorpadumun. AchcpekTUBHLIM MeTOAOM 0O6LLEero cogepxaHma amunouga
B TKaHAX CHNYyXUT MeToA cuuHTurpacdmm C paguoakTUBHbIM
amMmunougHbIiM P-KOMMNOHEHTOM.

37.bnarogaps BO3MOXHOCTU NOJyYEHUA ObICTPOro remMaTosiorM4eckoro
oTBeTa TepanuMen MNepBOA JIMHUU, B OCOOEHHOCTU Yy OOSIbHbIX C
BbICOKUM  PUCKOM  ObICTPOro  nporpeccupoBaHus, SABNSAKTCA
KOMOMHMPOBaAHHbIE CXEeMbl, cogepxawue OopTe3oMub, Hanpumep
TPEeXKOMMOHEeHTHasA cxema Tepanuu: 6optezomu6 1,3mr/m?> B/BeHO Unm
noakoxHo 1, 5, 8 u 11-n aumn, mencanax 0,15mr/kr ¢ 1 no 4 AHU BHYTPb,
AekcameTtasoH 20mr/cyT 1, 5, 8 u 11-u aHM BHYTpb. [Ana Gonblen
6e3onacHOCTM NpeanoyYTUTENIbHO NOAKOXHOEe BBeAeHue bopresomuba.
Mpu nnaHMpoBaHuM B AanbHeWWEeM XUMUOTEpPanuM BbICOKMX AO03 C
noanepXKOW ayToNOrMYHbIMU CTBOJIOBbLIMU KineTkamu wmMendanaH B
cocTaBe CxeMbl C 60pTe30MMOOM 3aMeHAT Ha uuknodgocdaH (400mr
B/BeHHO kanenbHo B 1, 8, 12 AHM), KOTOpbIXN He wucTOWAeT nyn
CTBOJIOBbIX KJIeTOK B KOCTHOM Mo3re. Kypcbl 6opTeaoMmnb copepxallen
Tepanuu npoBOAAT Kaxable 4 Hegenu, Bcero 8 KypcoB. Tepanus
CONPOBOXAEHUA: OMeNnpa3osn,, HU3KOMONEKYNnsipHble renapuHbl (ans
npocunakTukm TPOMOO3OB nNpM  HasHayeHUM OGonbwux  [o3
AeKcamMeTa3oHa), npu  HanuyMuM  NOKa3aHMW —  aHTUOMOTUKMW,
NpOTUBOrpUGKOBbLIE NpenapaTbl, auMKIoBUp

38.He meHee achdekTuBHa cxema mendanaH (BHyTpb 0,15mr/kr ¢ 1 no 4
AHW) — nekcameTasoH (BHYTpb 20mr/cyT ¢ 1 no 4 gHu, ¢ 9-12 aHn n ¢ 17

no 21 aHu) kaxgble 4-6 Hepenb. OCHOBHbIM HEA4OCTAaTKOM 3TOW CXeMbl



ABNseTCA MeasieHHoe hopMMpoOBaHME reMaToNIorM4ecKoro oTBeTa, YTo
AenaeTt 3Ty CXeMy MeHee MepCrneKTUBHOW Yy OOJNIbHbIX C BbICOKUM
pUCKOM  ObICTPOro nporpeccMpoBaHuMa amunoumposa. Tepanus
CONPOBOXAEHUA: OMenpa3sosi, HU3KOMONEKYNSApHbIe renapuHbl, Npwu
HanMyMm NokKasaHuM — aHTUOMOTMKMK, NPOTUBOrPUOKOBLIE Npenaparbl,
auuknoBup

39.Y TAXenbiXx OONbHbIX C [OEKOMNEHCUPOBAHHOW  cepae4vYHOMn
HeAOCTaTOYHOCTbLID MOXEeT MPUMEHATbCA cxema MendanaH (BHYTpb
0,15mr/kr ¢ 1 no 4 aHu) — npeaHnsonoH (0,8mr/kr ¢ 1 no 7 peHb ¢
nocnegywwen nocreneHHom otmeHomn). OaHako 3apheKTUBHOCTL ITOM
CXeMbl orpaHM4eHa

40.CumnTomaTuyeckas Tepanusa amunounaosa npeacrasenseTr
cywecTBeHHble TpyaHocTU. HasHavyeHuMe OonblmMx [03 canypeTUKOB
NMMUTUPOBAHO OPTOCTAaTUYECKOM T[UMOTEH3NEN U He(pPOTUYECKUM
CMHAOPOMOM, B TO € BpeMs HamnofiHeHMe obbema LMPKynupyloLien
KPOBM  MOXeT ObiTb (pakTOpoM  OeKOMMeHcauum cepaevyHowm
HeAOCTaTOYHOCTU. M3-3a BO3MOXHOCTM aKKyMynsiuMmM amMunionaom
TOKCUYECKOM A03bl C pa3BUTUEM NapafoKCanbHbIX peakuMn 60NbHbIM
NpoOTUBONOKa3aHo Ha3HayeHue cepAaeyHbIX rnMKo3naoBs,
HeAUrMAPONUPUANHOBLIX (Bepanamusn, AunTUaseM) aHTaroHUCToB
KanbLuMeBbIX  KaHanoB, TpebyeT  OCTOPOXHOCTU Ha3HayeHue
6eTa-6nokatopoB U MHrM6uTOpoB AlP. Y HekoTOpbIX O6ONbHLIX U3-3a
BbICOKOIO pucka TaxuapuTmMum nokasaHo ycTaHOBneHue
MCKYCCTBEHHbIX KapauoBepTepoB-aedndbpunnatopoB. [Ona nevyeHus
opTocTaTuyecKkomn rMNOTeH3umn pekomeHOyT noad6op  A03bl
MWHEPaNOKOPTUKOUAOB UMM T[TIIOKOKOPTUKOUMAOB NI MNOCTOSHHOrO
npuemMa, OAHAKO 3TO CO3[aeT PUCK [AeKOMMNeHcauuu cepaevyHowm
HeAOCTaTOYHOCTU. [INs KOHTPONSA KUWEYHOW MOTOPUKU BbICOKYHO
adpekTUBHOCTb nokasanm NPOJSIOHIMPOBaHHbIE npenaparbl

comartocTaTuHa (okTpeoTua-noHr 20mr 1p B mecsuy)



3amecTutenbHaa no4veyHas tepanus. [lockornbky XIH cnyuT oagHOM N3 OCHOBHbIX
NPUYNH CMepTU BOMbHBIX CUCTEMHBIM aMWUoMao30M, NPoBedeHWe remoauanusa unu
NMOCTOSAHHOrO aMBynaTtopHOro MepuToHearibHOro Auanu3a no3BONSeT YMyylwnTb NPOrHo3
3TUX NaumeHToB. BbikrBaemMocTb 6ONbHLIX aMUNOMA030M NpU NPOBEAEHUM reMoananuaa,
He3aBMCUMO OT ero Tuna, conocTaBMMa C BbPKMBAEMOCTbO B60MbHbIX APYrMMU CUCTEMHBLIMU
3aboneBaHuAMN U caxapHbiM Anabetom. [Mpu 3TOM XOpOLY U YOOBNETBOPUTENbHYIO
peabunutaunio otmevaloT y 60% nauneHtoB ¢ AA n AL Tunamn 6onesHu. lNMopaxeHue
cepaua u cocygoB ObiBaeT OCHOBHOW MPUYMHOM CMepTU OOMbHbIX amMuiiongo3oM npu
nposeaeHun remoamanmsa. NocTosHHbIM amBynaTopHbIA NEPUTOHEArNbHbIN Anann3 nmeeT
HekoTopble MpeumyLlecTBa nepes reMoavanu3oM MOCKOSbKY HeT HeobxoaMmocTu B
NMOCTOAHHOM COCYAMCTOM [OCTYre, MeHbLUe PUCK apTepuarnbHOW TMNOTEH3MM BO BPEMS
npoueaypbl Avanusa, a y 6onbHbix AL Tunom amwunougosa BO BpeMsi npouenypbl
BO3MOXHO yOaneHue nerkux uenen MMMyHOrnobynuHos. TpaHcnnaHtauus noYvku
OOUHAKoBO apdekTMBHA npu  obomx Tunax CUCTEMHOro amurongosa: 5-neTHss
BbDKMBAEMOCTb OOnbHbIX M TpaHCnnaHTaTa coctaBnseTr 65 n 62% COOTBETCTBEHHO U
conocTaBMMa C TakOBbIMW MokasaTenamu gpyrux rpynn 6onbHbix ¢ XIMH.

TpaHcnnaHTaumMs NoYkM nokasaHa O6OoNfibHbIM C MeAMeHHbIM NPOorpeccupoBaHNEM
amunongosa 6e3 nopaxeHunsa cepgua n XXKT. AMMnonaos B TpaHCNNAHTUPOBAHHON MOYKe
BO3HMKaET, NO pasHbiM AaHHbIM, NpuMepHO Yy 30% 60MNbHLIX, OAHAKO OH CITYXMWUT MPUYMHON

noTtepu TpaHcnnaHtata Bcero y 2-3% naumMeHToB.
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