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CoBpeMeHHble acneKTbl Kiaccugpukaymum, natoreHe3sa u MOpghosiornyecKoi
AuarHocTuku amunongo3sa (063op nutepatypbl

Muuyroea C.B.

locypapcTBeHHOE aBTOHOMHOE yupexjeHue 3apaBooxpaHeHus CBepanioBckon obnactu «KnmHUKo-AanarHocTuyeckui
ueHTp nmenn A.b.berikuHa»
620144, EkaTepuHbypr, yn. 8 MapTa, . 78-B

B knmHMYecKoi npakTuke aMmuiongo3 0THOCAT K KaTeropum 3abosieBaHWi, Bbi3biBaeMbIX BHEK/IETOYHbIM HAKO-
NIeHNeM amMuionga, KOTOPoe M3HayaslbHO pacCMaTPUBasIoCh KakK UCKITIOYMTENIbHO NaTosIorMyeckoe siBieHune. B
HacTosiLee BpeMsi UBBECTHO, YTO hubpunsipHasi CTPYKTYpa, TUNUYHAas 4J151 aMuiona, BbisiBAeHa y 4acTu rop-
MOHOB, 6€eJIKOB, KOTOPbI€ UAEHTUDULMPYIOT KaK «(DYHKLMOHAIbHbINA aMuiong». B MeguumHe amMunons coxpaHsi-
€T CTaTyc NnaTosI0rM4ecKoro BeLECTBa, MHGpUIbTPaALMS KOTOPbIM TKaHe opraHnamMa npuBoanuT K AUCYHKLUN
1 rnbenu KneTok. AHaim3 paboT o U3y4eHno aMuiongo3a rno3BoJsn BbiSBUTb HOBbIE BapuaHTbl aMUTOULHbIX
hnbpun, KoTOpble ONPeAENsitoT XapakTep aMUIONOHbIX OTIOXKEHUIN, YTO OTPAXEHO B COBPEMEHHbIX K/laccuchu-
Kauusax amunongosa. CchopMupoBaHbl HOBble KOHLENLMM rnaToreHe3a aMuiono3a: Teopus AUCNpoTenHosa u
JI0KaJIbHOro KJIETOYHOI0 CUHTE3a, UMMYHOJIOrMYECKas U MyTalMOHHAs! TEOPUM, HO KaX4asi U3 HUX JINLLb 4acTuY-
HO OOBSICHSIET MexaHU3M MoBpex[aroLLero aeicTeus amunonga. ofos3puTesibHble Ha aMUIoUL OT/IOKEHUS
TpebyroT He TOJIbKO MOPhOSIOrMYECKOro NOATBEPXAEHUS MPUCYTCTBUS aMuion[a B TKaHAX, HO U Bepuchukalmm
TMNa amunonga 4515 KOHKpeTusaumm TakTUKU JIeYEHUS, aHam3a ero rnepcrieKTuB.
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Modern aspects of classification, pathogenesis and morphological diagnostics of
amyloidosis (literature review)
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Ya.B.Beikin Clinical and Diagnostic Center
Str. 8" of March 78-B, Yekaterinburg 620144, Russian Federation

In clinical practice, amyloidosis is classified as a disease caused by extracellular accumulation of amyloid, which was
initially considered a purely pathological phenomenon. It is now known that the fibrillar structure typical of amyloid
has been identified in some hormones and proteins, which are identified as «functional amyloid.» In medicine, amyloid
retains its status as a pathological substance, the infiltration of which into body tissues leads to cell dysfunction
and death. Analysis of studies on amyloidosis has revealed new variants of amyloid fibrils that determine the nature
of amyloid deposits, which is reflected in modern classifications of amyloidosis. New concepts of amyloidosis
pathogenesis have been formulated: the theory of dysproteinosis and local cellular synthesis, immunological and
mutational theories, but each of these theories only partially explains the mechanism of amyloid's damaging effects.
Suspicious amyloid deposits require not only morphological confirmation of the presence of amyloid in tissues, but
also verification of the type of amyloid to specify treatment tactics and analyze its prospects.
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BeepeHue

B K/MHMUeCKOH MPaKTHKe aMU/ION/03 Ha OCHOBaHHUH PEKO-
MeH/lalui MexyHapoziHOro o61ijecTBa 1o H3y4eHHI0 aMHIo-
nzo3a (International Society of Amyloidosis; ISA), paccmarpu-
BAIOT KaK KaTeroputo 3abosieBaHuii, 00yC/I0B/IEHHBIX He TOIBKO

BHEK/IETOUHBIMU OT/IOKEHUSIMH, HO U IIPOLieccoM 00pa3oBaHust
(mompaBka ot 2020 r.) B TKaHsIX U OpraHax creLyuieckoro
IJIMKOTIPOTeN/ja aMU/I0M/ja, NaTo/IorMuecKoro Jlero3nTa arpera-
TOB (DMOPU/IPHBIX O€/IKOB, UMEIOLMX XapaKTepHbIN BUJ, IIPH
CBETOBOW U 3/1eKTPOHHONM MUKPOCKOIIUH, PEHTTeHOCTPYKTYp-
HBIX UccienoBaHusx [1 —4].
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OcCHOBY amMHM/IOM/la COCTAB/ISIIOT HepacTBOPUMBbIe (hu-
OpU/ISIpHBIE TIPOTEMHOBBIE CKOTIEHHUSI C HIHPOKOW aHTH-
TapajuleJIbHOU [-CK/IaZuaTol CTPYKTYPOU, TIPU 3TOM, OKO-
710 10 — 15% macchl TKaHeBOrO aMUION/|a, He3aBUCHMO OT THIa
aMUJION/103a, COCTaB/sieT pubpunsipHbiit 6enok P (CbiBOpoTOU-
HBIN aMUIOU/IHBINA P-KOMITOHEHT) U TeTlapaHCy/b(aTHbIe TIPo-
TEeOT/IMKAHBI, KOTOPbIe, MTO-BUJUMOMY, HeOOXOUMBI [I/IsI CTa-
6ubHOCTH (DUOPHULT, @ OCHOBHBIE OeJTKU-TIpe/[iiieCTBeHHU-
KM OT/TMYAIOTCS B 3aBUCUMOCTH OT THIIAa aMHIon03a [5 — 7].

KomwureToM 1o HOMeHK/aType MexxayHapoziHoro o0iie-
CTBa TI0 U3yUeHUI0 aMmuiono3a B 2018 rogy O6b110 coracoBa-
HO 0011iee orpe/ie/ieHre TepMUHA «aMUTOW/I», TIOCKO/IbKY pas-
HbIe TPYTITbI UCCTIeZioBaTe el ero NCIo/b30BasId 10-pPa3HOMY.
ITepBOHAUaILHO 3TOT TEPMUH YIIOTPEOJISICS [Jisi OTIMCAHUS
TOJTBKO TTaTOJIOTHUE CKUX OTIOMKEeHHUH crieruduuecKux Gpuopu-
JISIPHBIX OeJTKOBBIX arperaToB C XapaKTepHBIMUA MHUKDPOCKOITHUE-
CKUMU CBOMCTBaMH, TAKUMH KaK CPOJICTBO K KpacuTesro KoHro
KPACHBIN U TUTIMYHBIM [TBOWHBIM JTyUeTIpe/IOM/IeHNEM; XUMUKU
TIPe/INOYNTAIOT UCT0/IB30BaTh CJIOBO «aMHJIOW/I» [Jist 0003Ha-
YeHUs MOObIX GeKOBBIX (HOPUIIT C [3-CK/Ta[uaToi CTPYKTY-
POM, KaK CHHTETUUECKHUX, TaK ¥ BCTPEUAOIIUXCS B rpupofe [7].

XOTsI TEPMUH «aMHUJION]I» UCTIONB3YEeTCS /I7isi 0003HaueHUst
BeIl[eCTBa, 00pa3yroILerocst py MaToJIOTHUH Y JIFOJel 1 )KUBOT-
HBIX, 0Ka3a/I0Ch, UTO OH TaK)Ke TIPUMEHSIETCS M K HOPMaJ/IbHbIM,
(h1310JIOTHUeCKU Ba’KHBIM CTPYKTYPaM, TIOCKOJIBKY, CITOCO0-
HOCTh 00Pa30BbLIBaTh aMUJIOH]] SIB/IIETCS YHUBEPCA/TBHBIM CBOH-
CTBOM TIOJTUITENITUIHBIX MOJIEKY/, @ aMUJIOUIHbIE CTPYKTYPbI
BBITIO/THSIIOT 0COOBIe GrosIornueckre GyHKIMHU B Psifie K/IeTou-
HBIX TIPOL[ECCOB >KUBBIX OpraHu3moB [7 — 10]. Beiio ycTaHOB-
JIEHO, UTO B TIPUPO/E 3 -CK/IafuaThle CTPYKTYPhI UCTIO/IB3YIOTCS
7S BBITIOJTHEHHS IITMPOKOTO CITeKTpa (GyHKIWI ¥ BO3HUK/IA He-
00X0JIMOCTB BKJTFOUUTE 3T CTPYKTYPhI B HOMEHK/IATyPy B BU-
Ile TepMHHa «(QyHKIMOHATLHBIA aMUION». Y dejloBeKa Hau-
6osiee U3BECTHBIMU MTPUMEpPAMU SIBJISIFOTCST JopMa XpaHeHHsT
HEKOTOPBIX, HO He BCEX TeNTHHbIX TOPMOHOB (TIapaTUpeou/I-
HBIN TOPMOH, COMaTOCTATHH, TJIFOKaroH U TTFOKaroHOTOI00HbIH
nenTuz-1), 6e/10K-aHTarOHKUCT perienTopa UHTep/ielKuHa-1, oc-
HOBHOI 0€J10K 303MHO(U/TEHBIX TPAHYJIOLMTOB 1 Ge/I0K MeaHo-
com PMEL-17, obecrieunBaroIiii Kapkac Jjis CHHTe3a MeJlaHH-
Ha [11 — 13]. Ocobo criefiyeT OTMETHTb, UTO TIOZ, «(PYHKLIIOHATb-
HBIM aMUJIONJIOM» TIPe/ITIONIaraloTCsl aMATIOWHBIE CTPYKTYPBHI,
BBITTOJTHSTFOITE HOPMa/IbHYHO0 (DYHKIIMIO, a He Oe/IKoBbIe arpe-
rarthl C TaK Ha3bIBaéMbIMU «TIPUOOPETEHHBIMU (QYHKIUAMU»,
WCTIONb3yeMble [7is 0003HaueHUsT MX HOBBIX TaTOJIOTHUECKUX
cBOMCTB [14]. Opranu3arust MoJeKy/T «(OyHKIIMOHATLHOTO aMH-
JI0M/1a», BepPOSITHO, OT/IMYAeTCsl OT OpraHM3arivy TarTosioruye-
CKUX TPYOBIX WHEPTHBIX aMHIOUIHBIX (PUOPUII, TTOCKOMBKY
/I TODMOHOB HE0BX0MMO HeMe/lJIEHHOe WX BhICBOOOXKIEHME
U 3TU CTPYKTYPHI He CBSI3bIBAIOTCS C KOHTO KpacHBIM B TOM (op-
Me, B KOTOPOU KpacUTe/Th UCTIOTb3YeTCs B KTAHUYE CKOM T1aTo-
noruu [7, 11, 12, 15].

TeM He MeHee, B MEIULIMHE aMUJIOU]], CUUTAeTCS TIaToIorAye-
CKHM BeII|eCTBOM, YKeJlaTeIbHO, UTOObI TIPY HUCIT0/Ib30BaHUH CJI0-
Ba «aMWJIOW/» OBUTH TIOHSITHBI €70 TIPUPO/IA U IPOUCXOXKIEHHE.,

AwmuoviHast THUIBTPALYs TKAHeH U OPraHOB ITPUBOZUT
K YBe/IMUEHHUIO UX pa3MepOB, HapyLIeHUIO UX (QYHKI[HOHUPO-

BaHWs1, MOBPEXK/EHHUIO U rHbe/u K1eToK. KnuHuueckast KapTu-
Ha OT/IMYAeTCst MHOT000Opas3neM MposIB/IeHUI, UMUTHPYFOLIUX
Pa3/TMUHYIO MaTO/I0THI0 BHYTPEHHUX OPraHOB B 3aBUCMMOCTH
OT TOTrO, IJIe OTK/Ia/IbIBAeTCsI aMUJIOW/] ¥ HACKOJIbKO Hapyliia-
eTCst UX (YHKIIUS, UTO 3aTATUBAET [MOCTAHOBKY MPaBUILHOTO
[IMarHo3a v MpUBOJUT K HECBOEBPEMEHHOMY Hauajly JieueHust
[1, 5, 16]. AMuION03 TpeACTaB/seT CEPhe3HYI0 MeAUIIUH-
CKYI0 11po6siemy, uTo 00yC/IOBI€HO CI0KHOCTBIO JUarHOCTH-
KW, OTCYTCTBHEM CrielipruecKrx »Kajod Ha paHHMUX dTarax
3ab0/1eBaHMs, CYI[€CTBEHHBIX MAaTOJOrUUeCKUX W3MEHEeHUH
¥ HebJIaronpUsTHBIM MTPOrHO30M 3a00/1eBaHUsI TIPU OTCYTCTBUN
neuenwst. [1o JaHHBIM COBPEMEHHbBIX UCC/Ie/I0BaTe/Iel yacTota
BBISB/IEHUs aMmuiIon03a Bapeupyetcs ot 0,1 1o 6,6%, ogHako
WCTUHHAsI PaCIIpOCTPAHEHHOCTS [ijisi OOJIBIIMHCTBA (HOPM aMK-
JIOW/103a B MOMYJISIL[AK IOCTOBEPHO HEsICHA U MOXKET ObITh Cy-
I1IeCTBEHHO BbIIIIe, TIPX 3TOM KOJIMUECTBO He JIUarHOCTHPOBaH-
HBIX aMUJIOH/I030B BCE eIl[é 0CTaeTCsl 3HaUUTeTbHBIM [3, 16].
Ienbro vccen0BaHust CTaa 0030p COBPEMEHHbIX aCleKTOR
raToreHesa, KiacCUuKaruu 1 MOphoIornyeCcKoi JUarHoCTH-
KU aMHJI0K/103a. BbIMo/iHeH MoncK my6IuKaiuii o [HIMpOKOMY
3ampocy «AMIIONI03» BKIIOUUTETLHO /10 2025 1. 13 BeIOOD-
K1 OBbUTH UCK/TFOUEHBI Ty O/TMKAIUK W3-3a HECOOTBETCTBUS TEME
00630pa, HeaKTya/IbHOCTH (JaBHOCTH) MyOMHUKAL[UH, OTCYTCTBHSI
TI0/THOTO TEKCTa paboThl M/IM OPUTMHAILHOCTH TIPe/ICTAaBIeHHOMN
B HUX MH(OpMariy. Ha 0CHOBaHNM yKa3aHHBIX KPUTEPUEB ObITH
0TOOpAHbI ¥ BK/TFOUEHbI B [IAHHBIM 0030p pesieBaHTHbIE UCCIIe0-
BaHWsI, UHAEKCUpYeMble 6a3amu faHHbIX PubMed, eLibrary.ru.

Knaccudukauusa Bugos amuiongosa

ITo cocrosnuto Ha 2022 roj, Ha OCHOBaHWHU JAaHHBIX
HomeHknaTypHOro komuteta MeXXayHapoAHOro 001iecTBa
M0 U3YUYeHHUIO aMUJIOWZ03a, y el OblIo 6HOXUMUYeCKH
WIEHTU(PUIMPOBAHO 42 THUIA aMUIOUJHBIX (HUOPUII, U3 KO-
TOPBIX 14 BCTpPeYaroTCsl TOMBKO B BUJIE CUCTEMHBIX OT/IOXKeE-
HUM, 23 — UCK/TIOUUTE/TBHO B BU/IE JIOKATbHBIX aMUIOM/IHBIX
OTJIOXKEHHH, a 5 MOTYT BCTPeUaThCst B 000MX BH/IAX U Ha TeKYy-
A MOMEHT B CIIUCOK Oe/KOB, BXO/SIIMX B COCTAB aMUIOU/]-
HbIX (pUOpUIT UesioBeka He ObIIO 106ABNIEHO HU OJHOTO HO-
Boro Gesnka [7, 11, 17].

[ToTpeboBasIOCh MHOTO JIET, UTOOBI COOTHECTH Pa3/TMUHbIE
BapUaHThI AMUJIOH/103a C TIPEBaMPYIOILel /Ierno3uliel Kako-
ro-/Mb0 ofHOTO OesKa-TIpe/ie CTBEHHUKA, CTIELU(MIUHOTO [IIsT
K01 Gopmbl amuionzio3a [2]. CoBpemeHHast Knaccudmka-
s amuiono3a (BO3) okoHUaTenbHO 3aKpernuia MpHOpH-
TETHYIO 3HAUMMOCTh Oe/Ka-Npe/IleCTBeHHHKA B MOSB/IEHUH
Y MPOrpeCCUPOBAHUM aMHJIOW/03a, TPOJIOKUIA TPAJUILIUIO
00BSICHEHHST aMUTIOU/IOTEHE3a Uepe3 KOHIIEMLUEO JUCTIPOTEHHO-
3a ¥ 6a3upyeTCs Ha MPUHLMTIE CIEIU(DUUHOCTH K/TFOUeBOro (u-
OpuIsipHOTO Oe/Ka: MoC/Ie0BaTebHO YKa3bIBAKOTCS THIT aMH-
nouzia, 6enoK-Tpe e CTBEHHUK U KTMHUYeCKast popMa aMusio-
nz03a. «AMUION» 0603HaueH OyKBOU A, 3aTeM MPUBOJUTCS
0603HaueHue GpUOpUIIApHOTO Oeska B COKpAIEHHOH hopme
M0 UMEHU WX TIpe/lIeCTBEHHUKOB: A — aMUTIOUHBIN TpoTe-
uH, L — nérkue rienmu uMMyHorno0ynmuHoB, TTR — TpaHCTHpe-
THH, [} 2M — -2-MuKporiobyuH U T.4. (taén. 1) [2, 7, 18 — 20].
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Tabauyal.

Besiku aMu10MAHBIX (GUOPHI/IIT M MX Npe/IIeCTBEHHUKH B OPraHH3Me Ye/ioBeKa (0e/IKH Nepeunc/ieHbl, 110 BO3MO)XHOCTH, B COOTBETCTBHH C
HX B3aHMOCBS3bI0; aNl0/TMIIONPOTEHHBI CTPYNIIHPOBAHbBI BMecTe, KaK H MO/IMIeNTH/AHbIe TOPMOHEI) [7].

o . ITprobpeTeHHbIN U1
DubpPUIIIAPHBII CHUCTeMHBINA U JIOKa- o
Benok-rpe/jiecTBeHHUK o HacJ1e/|CTBEeHHbIN OpraHbl-MHULLIEH!
6es1oK nm30BaHHbIN, C/J1
(I/H)
AL Jlérkas uerb MMMyHO- C,JI I, H Bce opranel, kpome LIHC
rno6ynuHa
AH Tsbkénas Lerts HMMYHO- C,JI II Bce opranel, kpome LIHC
rnobyniHa
AA (Apo) CrtBopoTOUHbIi C ILH Bce opranel, kpome LITHC
amunous A
TpaHCTUPeTUH JUKOTO ct o CepzLie B OCHOBHOM Y MY)KUUH, JIETKHe, CBS3-
THUMa KM, TeH/IOCUHOBUI
ATTR
TpancTupeTuH, Bapy- C H JHC, ITHC, ceppaue, r1asa, IIOYKH, JIeNITOMe-
aHThbI HUHTen
BZ-MHKPOEHO6YHHH’ C II OrnopHo-/iBUrare/IbHbIH armapar
KA THIT
AB2M
(32-mukpornobynuH,
BapHAHTHI C H HC, s13bIK, ceppue
CeppLie, reyeHb, MOYKH, Tieprudeprueckas
AApOAI AnonunonpotenH A 1, C H HepBHasi CUCTeMa, SIMUKH, TOPTaHb (TepMu-
BapUaHThbl HasbHble BapuaHThl C), KoXKa (TepMHUHa/IbHble
BapHaHTb! C)
AApOAII AnonunonportenH A 11, C H TMouxa
BapUaHTbI
AApOAIV Al‘[O]‘II/Il‘IOl‘[p?Tel/IH A1V, C n Mo3roBoe BeleCTBO TIoUeK, CepALle, JKenyzou-
VKA THATT HO-KMIIIeUHBIN TPaKT
AApoAIV Anonmmonporent A1V, C H Cepgatie, MOYKH
BapuaHT
AApoCII AnonunonporenH C II, C H Mouka
BapHaHThbI
AApOCIIT Anonunonporens C III, C H Mouka
BapHUaHThbl
AGel lenbCconyH, BapuaHThI C H Mouxa
» Bap LTHC, poroBuija
ALys JInzouyM, BapuaHThI C H [Touka
ALECT2 HEHKOHHTaPVH bIH XEMO- C II IToukn, B epByro ouepessb
TakCcUuecKui dakrop-2
. DubPUHOTEH O, BapH-
AFib C H ITouku, B epByto ouepesb
aHTBbI
ACys Hucrarun C, BapUaHThbI C H TTHC, koxxa
ABri AbpullIl, BapraHTbI H OHC
ADan ? ADanPP, BapuaHTbI H IIHC
IMpepmecTBeHHUK Oenka
AB AB, pukuii THN JI I LTHC
IMpepmecTBeHHUK Oenka JI H HC
A, BapraHTBI
O-CUHYKJIEUH JI I1 ITHC
AaSyn O-CUHYKJ/IeH, BapUaHT JI H OHC
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. . ITpro6peTeHHbIH WK
DubpUIIAPHBIN CucTeMHbIN U/ JIOKa- o
Besok-mpe/iiieCcTBeHHUK . HaC/1e/|CTBeHHbIN OpraHbl-MHILEHU
Gesok /30BaHHbIH, C/JT
(I/H)
Tay J I JHC
AT
au Tay, BapraHT JI H HC
TIpuoHHbIN OesoK,
KA TATT J n BKS, daranbHas 6eccoHHMIA
BapuaHTbI TPUOHHOTO JI H BK4, cunzapom GSS, daranbHast 6eccoHHHULIA
APrP Genka
BapuaHT nproHHOr0O C H THC
Genka
ATMEM106B TpancmemGpanbiii Ge- JI I JIo6HO-BUCOUHAS JeMEHLIUs
ok 106B (TMEM106B) ACMERL
ACal (Npo)KAbLITOHMH JI II C-KJ/IeTOUHBIe OITyXOJIH IIUTOBHU/JHOM Kese3bl
P H C I1 [Touku
AIAPP Vsons aMI/I}'IOI/l,Z[I—;OFO JI I OcTtpoBKH JlaHrepraHca, HHCY/MHOMBI
TIO/IUTIENTH A
[pescepAHbINA HaTPHIAY-
AANP peTaeckui merig JI II Ipencepaust cepatia
APro IIponaktux II [TponakTHHOMBI TUTIO(U3a, CTapeHHe TUodu3a
ASom (ITpo)comarocraTtuH ComaroCcTaTUHOMBI
AGluc ['mrokaroH I I'mrokaroHOMBI
APTH IMapaTtvpeouHbIH T . Onyxo/y napaiuToBUHOMN XKeJle3bl, BO3pacT-
TOPMOH HbIe M3MeHeHUs! NapalTOBUHON >KeJe3bl
Alns Wucynuu SlTporeHHasi MeCTHasi UHbeKLUsI
AEnf OHpyBUpTH], SITporeHnas MecTHas UHbEKLIUS
AGLP1 AHAIOr [IOKroKOo- JI I SITporeHHast MeCTHast UHbEKLIUS
no6Horo nentraa 1
benok-aHTaronuct
AIL1RAP pelieniTopa UHTeprei- C,JI I1 SITporeHHast MecTHast UHbEKLIUS
KMHa-1
. Benok cypdakranta i
ASPC JI I1 Jlérkoe
JIErKMX
ACor Kopneogpecmocun JI II I110CKuii anUTeMH, BOOCSHBIE (YOTUKYIIbI
AMed Jakraepin (MFG-ES) T o Crapetolijast aopTa, M;s::a, 3/1aCTUYHbIE apTe-
AKer Keparo-sniutenuit Porosulia, Hac/ieiCTBEHHAs
ALac JlaktodeppuH II Porosurja
O[OHTOTeHHBIN amenoo-
AOAAP J1lacToaccoLu- JI II OpoHTOreHHbIe OITyX0JI1
MPOBaHHBIH 6eok
ASem1 CemeHorenuH 1 II CeMeHHOM My3bIpeK
ACatK >¢ Karencun K CBsI3aHHBIH C OMYXO0JIbIO
EGF-copeparuit
AEFEMP1® (bubyMHOMOA0OHBIH T o BeHbl,
0e/10K BHEK/IETOYHOT'O CBSI3aHO CO CTapeHHeM
marpukca 1 (EFEMP1

MpuMeyvaHus: 'Bonpoc o Tom, MoxeT v ATTR BbICTynaTb B KayecTBe CTPOrov s0KaJn3oBaHHOW hOPMbl, OCTAETCA OTKPbIThIM.
2ADan — npofyKT TOro xe reHa, u4to v ABri. ® Tak xe Ha3biBaeTCA aMUnH. *He NoaTBepXAeHO aHaNM30M aMUHOKUCITOTHBIX Nocneno-
BaTenbHOCTeN. S[ofHaaA aMMHOKMCIIOTHas NocnefoBaTeNIbHOCTb ellLé He onpefeneHa. SMoxeT BbITb CBA3aHO € UucTaTuHoM C.
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W3 Taba. 1 BUHO, UTO TO/TyUeHbI JOTMOTHUTe/IbHbIE CBe-
IIEHUSI O ITPOTeHHBIX (JOPMaxX aMUJIOH[[a, B YACTHOCTHU O TOM,
YTO aMUJIOWIHbIE OTI0’KEHUS], BO3HUKAIOLL[Me B pe3y/ibTare Io-
BTOPHBIX MECTHBIX TIOAKOKHBIX MHBEKI[UM, BCTPEUAFOTCS [10-
CTaTOYHO YaCTO W CO3/al0T MPOB/IeMBI C AUAaTHOCTUKOMU, Tpe-
Gys1 JomnosiHUTeIbHOM nH(opMaryu. He HCKIOueHo, uTo B Oy-
nyieM OyayT oOHapy>KeHbI HOBBIE SITPOTeHHBbIE aMIJIOWHbIE
oToeHus [7].

MesxayHapogHast Kiaccudukais 6osesneii 10-ro me-
pecmotpa (MKB-10) 6a3upyeTcss Ha KJIMHHUECKOM TPHHIIU-
Te, He YUUThIBasi 0COOEHHOCTH MaToreHe3a pasnuHbIX Gopm
amusiono3a (Tabs. 2).

Tabauya 2.
Knaccupukanusa amunouposa no (MKB-10) [19].
Kop 3aboseBaHus
Amunonzo3
E85
VickroueHo: 6os1e3ub Asblireiimepa (G30)
E85.0 | HacmencTBeHHbIN ceMelHBIN aMuion/j03 6e3 HeliponaTuu
E85.1 Heliponariueckuii Hac/ie/iCTBeHHbIM aMUION/]03
E85.2 HaciecTBeHHBIN aMHION03 HEYTOUHEHHBIN
E85.3 BropuuHblii cuCTeMHBII aMUIOUZ03
E85.4 OrpaHuueHHbIN aMUJIONU03
E85.8 [pyrue popmbl amuionzio3a
E85.9 AMuIonzi03 HeYTOUHEHHbIN

Knaccudmkanum MKB-10 oTpakaeT Mopdosioruueckuit
TIPUHLUI JieJIeHUs] Ha FPYTIIbI [0 TOpa’keHHbIM OpraHaM (Kak
CaMOCTOsITe/TbHbIE HO30/I0THUeCKre (POPMBI), @ KJIaCCH(UKaLS
amunonzi0308 BO3 nocTpoeHa 1o naroreHeTu4eCKomy IpUH-
LUy (Kak TpOTerHOMaThH). B cBsi3u ¢ 3TUM KiiaccuHuKaLus
MKB-10 He Bcerjja 1aéT BO3MOXKHOCTh 000CHOBATh a/1€KBar-
Hoe jiedyerue [21].

CoriacHO K/IMHMYeCKOMY TIOZIX0/ly B 3aBUCMMOCTH OT Xa-
pakTepa MopakeHHsi BHYTPEHHUX OPraHOB MOKHO BbIZIEJIUTh
JIOKa/bHbIe, C BOB/IEUEHHEM OJJHOTO OpraHa, M CUCTeMHbIe (Te-
Hepa/iM30BaHHbIe), Opakalolljie HeCKOIbKO OpPraHOB U CH-
crem, hopmbl amustonso3a [1, 3]. Takke aMUIoOnz onpee-
JISIFOT KaK JI0KajbHbIM B 3aBUCUMOCTH OT MeCTa 3KCIIpecCUd
Genka-mpeniecTBeHHuKa. Harmpumep, amunous AMed, 06-
Hapy’>KUBaeMbIl NIPeUMYILeCTBEHHO B aoOpTe, OTKJ/Ia/blBaeTCs
BO/IM3M [V1aJKOMBIIIEUHBIX K/IETOK apTEPUH, IJie SKCIIPeCCUpY-
eTcs1 OeoK-TIpe/illieCTBeHHUK JIaKTa/[rfepPyH, HO TIPH 3TOM OT-
JIOXKEHHUST MOTYT 0OHaPY)KUBATbCSI B COCY/IaX Pa3HbIX OPraHoOB,
x0Ts1 hOpMa aMUIION/103a XapaKTepHu3yeTcs KaK JIoKanbHast [7].

B camocTosiTenbHy0 KJIaCCU(QUKALI0 MOXKHO BBIIENNTH
TIepPBUYHBIM U BTOPUYHBIN aMUI0oNU03. [lepBUUHBINA aMUIOU-
103 MOJKeT pa3BHBaThCsl KaK CJIe/ICTBHE HeM3BeCTHOW MPUUKHBI,
TIpY HEM, KaK TIPaBUJIO, OTCYTCTBYeT YKa3aHHe Ha Kakue-11u00

nMetoLecs 3aboseBanus. [list TepBUUHOTO aMUIonzi03a Oostee
XapakKTepHO MopakeHHWe Me30/iepMa/bHbIX TKaHel. Bropnu-
HBIW aMUJION/]03 Yallje SIB/ISIeTCS] OC/IOKHeHHeM 3a0oeBaHni
VHQEKIMOHHOH, BOCIA/IUTeTbHOM, OITyXO0JIeBOM TIpUpozb! [18].

Ha TeppuTopun P® Hanbosee pacripocTpaHeHHBIMH Ba-
puanTamu sirsttoTest AL-, AA, ATTR- u AB2M (sianv3HbIN)
aMMWJIONU[03, B CBA3M C UeM YIIOMHHAeTCs IpUMeHsieMas Ipak-
THUKYIOIIUMH BpayaMH K1acCH(UKarys aMUIo/i03a 110 3THOJO-
rM4yeckoMy (akTopy. B cooTBeTCTBUM C 3TOM KlaccHpUKaLpeit
aMWION/I03 NT0Apas/esioT Ha UANoNaThueCcKUi (IepBUYHBIN),
nipuoOpeTeHHbI (BTOPUYHBIN, peaKTUBHBIN), HAaC/IeICTBEHHBIN
(reHeTHYeCKUI), CTapueCKUI 1 JIOKa/IbHBIM.

OcobeHHocTH GemKa-mpe/iiecTBeHHUKA aMuionaa 06-
yCJIaB/IUBAIOT 0COOBIN MaToreHeTHUeCKNU MeXaHW3M Pa3BU-
THsI, XapaKTePHBIN /1T KaXK/IOTO BapriaHTa aMuIono3a [16].
Tak, pa3sutue AL-amunongosa (A-amyloid, L — light chains
of immunoglobulins) 06ycnoBIeHO TeM, UTO OCHOBHBIM GeJi-
KOM-TIpe/ILlIe CTBEHHUKOM /1711 (pOpMUpPOBaHus (GHOPUIIT amMu-
JIOW/ja SIBJISIFOTCSI MOHOKJIOHA/IbHBIE JIeTKHe LieTH A- U K-TUTIOB
MMMYHOTI00Y/TMHOB, 00/1a/Iatoliyie CTPYKTYPHBIMU 0COOEHHO-
CTSIMH, CBSI3aHHBIMH C aMHJIOMIOTeHHOCTRIO [22]. 3BecTHO,
YTO JIETKHe LIeTIH A yallje SB/ISIOTCS aMATIOU0TeHHBIMH, UMe-
FOT BBIP@KEHHYIO0 CKJIOHHOCTh K 00pa3oBaHuio (GuOpMIII, Xa-
PakKTepu3yOTCsl BHYTPEHHEM CTPYKTYPHOW M3MEeHUYMBOCTBIO
3THX Ge/KOB M CJIOXKHOCTBIO BBISIBJIEHUS] UX MYyTalWH, Orpe-
JeJISTIOIUX UX aMUJIOWZIOTeHHOe COCTOsTHHE, CITOCOOHOCTBIO
TIaTOJIOTUYECKOM JIeTKOH 1Ty 1peoOpa3oBhIBaThCS B TPEX-
MEpHYI0 CTPYKTYpPy HEOTIMUYMMYIO OT CTPYKTYPbl HEaMUJIO-
WUHOM 1iemu [22].

AA-amunono3 sIBASETCAI TUITUYHBIM TPUMEPOM CUCTEM-
HOTO aMWJION/]03a, PaCCMaTpHUBaeTCst Kak BTOPUUHOe 3abomeBa-
HHe, popMupytoleecs Ha (hoHe JF0O0r0 XPOHUYECKOTO THOWHO-
TO TIporiecca, MH(EeKLMOHHOTO, MH(EKLIMOHHO-a//IepriyeCcKOro
WM oryxoseBoro 3abonieBanust [23]. OH pa3BUBaeTCst B pe3yJib-
Tare JIMTeILHOTO U30BITOYHOTO CHHTe3a TIPOM3BO/CTBA Oenka
SAA, BBIpabaTbIBAEMOTr0 B OTBET Ha XpPOHWUECKOE BOCIIaIEHHE.
J171s1 JaHHOrO BapraHTa aMHION/[03a XapakTepHO MopaykeHue Ia-
PEeHXMMATO3HBIX OPraHoB, B CBSI3H C UeM BbI/IeJISIOT He()poraTH-
YeCKUH, dMrHeporaTHueCcKyi, rerarornaTiueckyii ¥ CMellaH-
HBIN THTILI aMHJIOH/]034, TIPH 3TOM Ha JI0JTF0 He(hporaTiyeCcKoro
Tura npuxoautcs 90% ciiyuaeB A A-amutonzosa [1, 5, 16, 20].
OmunTebHOW YepToi 3TOM JOpMBI aMHION/]03a SIB/ISIETCS OT-
CYTCTBUE CTielU(pHUeCKIX CUMITTOMOB [23, 24].

CucTteMHbIN ceMelHbIN (Hac/ie[CTBeHHbIN) aMUION 103
OTHOCHTCS K TpyTire 6ose3Hel, KOTOpbIe HaC/IeyIOTCS TI0 ay-
TOCOMHO-/IOMHUHAHTHOMY THIy ¥ 00yC/I0B/IeHbI 06pa30BaHu-
eM aMUJIOMHBIX (UOPU/IT Ha OCHOBE MYTaHTHBIX OENKOBBIX
¢opm. B 3ty rpynmy otHocaT ATTR (TpaHCTUPETHHOBBIN) aMu-
JIOW/I03, CUCTEMHBIM CTapueCKUid aMUIOW/|03, aMUTIOM/I03 ac-
COLIMMpOBaHHbIe C MyTalUsiMu reHoB Atio (A-I, A-II, C-1, C-IIT
Y JIp.) TesIcoNTHa, GrOpUHOTeHa A, TM30L[MMa, a TaK)Ke B reHe
TTR y xoToporo BbisiB/ieHo 60s1ee 140 MyTatuii, 6ombInast yacTb
U3 KOTOPBIX SIBISIETCS aMIJIOUZioreHHbIMU [1, 16, 25 — 31].

B cBfi3u C ynyullleHHeM KauecTBa JUarHOCTUKM aMHUIO-
W7103a MOSIBU/IOCh MHOXKECTBO COOOIIeHUH 0 KOMOMHUPOBAH-
HOM amMuIonzio3e. MI3BeCTHO, UTo /iBe GMOXMMUYECKH pa3HbIe
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(hopMBI aMHION/a MOTYT BCTPeUaThCsi BMecTe. [IpuurHa Takoi
CBSI3U HesICHA, HO OHA MOYKET 3aTPYAHUTH quddepeHIManbHy 0
nmuarHocTuKy. Harbomee pactipocTpaHeHbI KOMOWHAIMN C O/~
HUM CUCTEMHBIM U OJIHUM JIOKa/IbHbIM TUIIOM, Haripumep, Jio-
Ka/bHBIM amMuionj03 AL u otnokeHust ATTRwt B nérkux [7].
Kpome Toro, aMIIOUHBIN TOTUMOP(U3M MOKET TIPOSIB/ISITh-
Csl B TeX C/lyuasiX, KOTjja OUH U TOT ke 6eyiok obaziaeT pas-
JIMYHOW MOJIEKY/IIPHOU CTPYKTYPOU B pa3HBIX OpraHax [6].

AcneKTbl naToreHe3a aMmunonpo3a

LlesnocTHast Teopysi, 3aKpbIBaroIjasi BCe BOMPOCHI TaTore-
He3a aMU/ION/i03a, Ha JJaHHBI MOMeHT OTCyTCTBYeT. C yuéTom
MHOro006pa3usi MOEKY/ISIPHBIX MEXaHU3MOB aMUJIOWI0TeHe3a
B COBPEMEHHBIX yCIOBUSIX aMUJIOWI03 CUMTAIOT CJIOKHBIM TT0-
JIM3THUONOTMYeCKHM TiporieccoM [19]. VicTopust n3yueHus aMmu-
701032 K HACTOSIIIIEMY BpEMEeHH TOJBOJUT K TOHUMaHHIO TO-
TO, UTO Belylljee 3HaUeHHe B Pa3BUTHH BCeX ero (hopM UMeeT
aKTHUBHAsi aMUJIOU/I0TeHHas hopma Gesika-Tpe/iiieCcTBeHHUKa
[2, 32]. AMUTOUIOTEHHBIN TIOTEHIWAJT OTIPeIeNISIeTCS U3MeHe-
HUSIMM B TIEPBUYHON CTPYKType OesKOB-TIpe/iiiie CTBeHHHKOB,
3aKperUIeHHbIMHU T'eHeTHUeCKH WK MPUOOpeTeHHbIMU B Te-
YyeHHe >KU3HU M ero peajn3aliisi BO3MO)KHA TIPH COUETaHHOM
JIeWCTBUM psifia (haKTOpOB, TAKMX KAK BOCTIaJIeHHe 1 THITOKCHS,
(hopMupyemast OKCH/JaHTHBIM CTpeccoM, Bo3pact [19, 33, 34].
OCHOBY aMUJIOWZIOTeHe3a COCTAB/ISIET CUHTEe3 OOJTBIIOTO KOTU-
YyecTBa HeCTaOW/IBbHBIX OE/TKOB TpeillieCTBeHHHUKOB, KOTOPbIe
TaTo/IOTUUeCKH CaMOOPTaHU3YIOTCsI C 00pa3oBaHNeEM aMHJIO-
uzaHou ¢hubpuel [20]. AmunougHas ubpusia — KaroueBas
CTPYKTypa aMWJIOWZa, COCTOUT W3 MPOTOQUIaMEHTOB, MpeJ-
CTaBJISIIOIIUX COOOM CTOMKY OEKOBBIX CII0EB B CTPYKTYpe
[-ymcTa, KOTOpbIe CITpasieBU/IHO CKPYYHBAIOTCS BOKPYT WIeH-
THUUHBIX CTOTMOK. Takum 06pa3oM, aMuIouAHbIe (GUOPUIIIEI
TIPe/ICTaB/ISIIOT COO0H MpsiMble, HEPa3BETBIE€HHbIE TOMOTIONH-
MepHble Oe/TKOBbIe CTPYKTYPbI, CTaOUIN3UPOBaHHbBIE BOJOPO/I-
HBIMH CBSI3IMUA MeK/1y OTZe/TbHBIMH TeNTH/IHBIMHA MOJIeKYyJIa-
MH, YTO TIPUBO/IUT K (hOPMHUPOBAHUIO BBLICOKOYTIOPSIIOYeHHOM
TIOBTOPSIIOIIIEHCST CTPYKTYPBI, B KOTOPOM [3-TSDKHM PacIionoyKeHbI
MepreH/JUKY/ISPHO 0CH GUOPULIBI, 06/1a/1aF0T BEICOKOH YCTOM-
YMBOCTBIO K ZIerpa/jallii U CTIOCOOHOCTBIO K MeKK/IeTOUHOM
arperaru [7, 17, 35, 36].

PaccMarpuBaeTcsi HECKOJIBKO TeOpHH TIaToreHe3a aMHIo-
nz03a.

Teopusi AUCNPOTENHO3a

[lucriporeriHeMUs pacCMaTpHUBaeTCs B KaueCTBe OCHOBHOTO
3BeHa raTtoreHe3a C HaKOTJIeHWEM B T71a3Me IPyOoHCITePCHBIX
6esTKOBBIX (hpaKLMi 1 aHOMAJIbHBIX Oe/KOB (TIaparnpoTerHOR),
KOTOpBIe, 3a TIpe/ieJlaMi COCY/ICTOrO pyc/ia 00pa3yroT aMHIO-
U/IHyto cybcTaHLmi0. Ha coBpeMeHHOM 3Tarie 3HaHUM JaHHOe
TIOHUMaHKe COTIOCTaBHUMO C TpeJicTaB/ieHreM 00 aMHU/Ioni03e
Kak 0 OenKoBOM JMCKPa3uK WM TUCTIPOTEMHO3e C LIAPKY/ISILU-
el B KpOBM aHOMAJIbHO BBICOKHX KOHIL|eHTpaLMi KoH(hopMalii-
OHHO M3MeHeHHOTo OesKa-TipeZillieCTBeHHUKA, UTO COOTBET-
CTBEHHO, ZIaéT BO3MOKHOCTh TaKUM OesikaM MpOsIB/sATh cebst
B KauecTBe OUeHb aKTMBHOM CyOCTaHI[MM W BIOJIHE COT/Iacy-

eTCsl C KOHLeTILMel ucrpoTenHo3a. Takue popMbl aMUIIOHN-
no3a Kak AA- u AL-amuionj03, quaiusHeid A2M-aMunou-
[103 OTIMYatOTCst 6os1ee OBICTPBLIMU TEMIIAMU TIPOTPECCUPOBa-
HUS U IMpe pacripocTpaHeHbl. OJHaKO Teopusl JUCIIPOTeMHO3a
He NIPUHMAMAeT B pacyeT POoJib KIeTOUHbIX TpaHchopmariuii pe-
TUKY/I03HZ0TeMManbHON CUCTEMBI M HE PAaCKpbIBaeT MeXaHU3M
¢hopmupoBanus aucnporenHemuu [16, 18, 22, 32].

MMM}/HOJ'IOI'M‘-IE‘CKaFI Teopusa

ABTODBI 3TOY TEOPUHU paCCMATPUBAIOT 00pa30BaHKe aMHU-
JIOWZIa KaK pe3y/bTaT peakiuyd aHTUTeH-aHTUTeJI0, U TIPEATIo-
JlararoT, UTO TP 3a00/IeBaHUSIX, OCJIOKHSIOIIIXCS aMAIOUIO-
30M, 00pa3yrOTCs MPOAYKTHI Pacriazia KJIETOK U TKAHEH, a TakKe
TOKCWHBI OaKkTepuii, 00/1ajarolie aHTUTeHHBIMU CBOHCTRBA-
MU, KOTOpble MOTYT WHUIMUPOBATh CUHTe3 aHTUTeNl. Obpa-
30BaHMEe aMIJIOW/A TTPOMCXO/UT B pe3y/ibTaTe peaki[iH Ipe-
LUMUTanUM O6eKOBOTO KOMITIEKCa B MeCTax MPOAYKI[UH aH-
TUTEJT C Pa3BUTHEM TIPOLIECCOB ayTOUMMYHH3aI[UH. Beytast
poJib B 00pa30BaHUN AMUJION/IA OTBOAUTCS CHWKEHUIO (DyHK-
LU UMMYHOKOMITIET@HTHOMN CUCTEMBbI, aKTUBAIUN K/IETOUHBIX
TpaHC(hOPMAIViA, TPUBOJSIIUX K TOSBIEHUIO K/IeTOK-aMH/IOH-
J100/1aCTOB, CEKPETUPYIOIIUX Crieluhuue CKUM hUOpUIISIPHBIN
6es1oK. B laHHOM CiTyuae 0CoOyrO POJTb UTPArOT aMUATION001a-
CTBI, BEIPaOATHIBAKOIIe aMUIOW, TIOJ, €HCTBHEM aMUIOWIOTIPO-
Iyuypyrorero (akropa rMpy HaTUIUK CTieli(UIeCcKUX aHTH-
TeHOB, a MPOTrPeCCUPOBaHIe aMUJION/I03a TIPUBOTUT K YTHeTe-
HUIO KJIETOYHOTO UMMYHUTETA. B 11e/10M, UMMYHOIOTHYeCKast
Teopusi aMU/IOMI03a oboraTria MpeCcTaBaeHus O BKIaie Ty-
MOpaJIbHbIX IMMYHHBIX peakijuii B 06pa3oBaHre aMUIOU/HOTO
BeIIIeCTBa, HO TIPEe/TIOI0KEHHE, UTO «aMHUJIOU/ IB/ISIETCST KOM-
T/IEKCOM aHTUT€H-aHTHUTEe/I0», TEM He MeHee, 0CTAaeTCs Herpy-
eMJIEMbIM, XOTsI He MCK/TIOUaeT HaInuMsi UMMYHHBIX KOMITIEK-
COB B COCTaBe aMUjIOH/1a. MI3MeHeHHe UMMYHHOTO TOMeOCTa-
3a SIBJISIeTCSI BaYKHOMU /IeTa/IbI0 TIaTOreHe3a aMUION [03a U JJaeT
BO3MOYXHOCTh OOBSICHUTh BTOPHUHBINA aMHIJION/I03 Y UeIoBeKa
(WcksTIoUast mapaaMuIon[03), HO HEIMPUMEHUMO K HIUOTaTH-
YeCKOMY U TeHeTHUeCKOMY aMuTonio3y [18].

Teopm—l KJIeTOYHOro JIoKaJlbHOro CMHTE3a

[anHast Teopust OOBSICHSIET MaTOreHe3 MperMYyIlleCTBeHHO
Hac/1e/[CTBeHHbIX ()OPM aMUJION/]03a, TTPY KOTOPBIX KOHI|eHTpa-
LuM OeJTKOB-TIPe/IIIIeCTBEHHHUKOB B KDOBU OCTAIOTCS B TIpeZie-
Jlax HOPMaJIbHBIX 3HaUeHWH, TIpe/jrioiarasi Hajluuue J0TI0/THU-
TeJIbHBIX MeXaHW3MOB aMUJIONIOTeHe3a, HUBEMPYIOIIUX POJlb
Geska-TipeAiiecTBeHHKA. OHHM OT/IMUAIOTCSI MeHee CYIIjeCTBeH-
HOM aMHJION/IOTeHHOCTBIO 1 O0Jlee Me/IJIeHHBIMU TeMITaMH TTpO-
rpeccupoBaHus. B MX raroreHese 0CHOBHOe 3HayeHHe NMeeT
MakpodarasbHasi AUCHYHKLMS, Hac/eyrolast KOHLeITLMH JIo-
KaJIbHOTO CHHTe3a aMM/ION[a K/IeTKaMU PeTUKY/I03H0TeNu-
anbHOM cuctembl, copMynrupoBaHHasi B cepesiviHe XX B. Co-
T7IaCHO 3TOW KOHLETILIMH, TIPOUCXO/IUT HaKOT/IeHWe MMUPOHU-
HO(UIBHBIX KJIETOK, 00/1a/Jaf0IMX BEICOKUM CHHTETHYECKUM
[IOTeHLIAAI0M C IOC/IeJyOLIMM HakorieHueM PAS-1103UTUBHO-
r'0 MaTepuasa U BBIXOJ,OM ero U3 K/IeTOK B OKPY’KalOLlyIo cpe-
4y. O BoB/Ie4UeHHOCTU Makpo(aroB CBU/eTe/IbCTBOBA/IO Ha/lU-
yrie KoHro¢uisHOTo Mareprasa co CBOWCTBOM JIBOMHOTO JIy-
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YerpesioOM/IeHUsT B UX [UTOM/Ia3Me. Takxke /iis1 0OBsICHeHUsT
posii MakpodaroB B CHHTe3e aMHION/ja UCTIO/Nb3YeTCsl yCIIOB-
HO Ha3bIBaeMbIi «TepMOJMHaMHUUeCKHi» apryMeHT, B UaCTHO-
ctu: OesyIoK-TIpe/iie CTBeHHUK aMHJION/Ia, TIPEXKe YeM CTaTh Ya-
CTBI0 (GUOPMIITIBI, IOJDKEH TIPeo/ioieTh HeKUi SHepreThye CKUM
Gapbep | [/l JaHHOW TePMOJUHAMUYECKOU TpaHC(hopMaLyn
TpeOyeTcsl aKTUBHBINM KJIETOUHBIA KOMITOHEHT, POJIb KOTOPOTO
BBITIO/THSIET Makpodar, ¥ Ha ero oBepXHOCTH cobuparoTcs Gu-
6punbl amuionsia. Kpome Toro, Makpodar crocob6eH akTHBHO
paspyliaTh U3MeHeHHbIe OeJTKH /10 TIPOCTEHIINX OTUTOTeNTH-
JIOB, HO, BePOSITHO, B /laHHOM C/Tyuyae Takasl CTpaTerus siB/sieTcst
HeIrpoJyKTUBHOM, UTO ¥ IPUBOJUT K 00pa30BaHUIO aMUJIOW/IA.

CnefoBarenbHO, aMANIOM/I03 B 3HAUMTEBHOW YacTU CBOe-
TO TIaTOTeHe3a SIB/IsIeTC sl MaKpodaranbHoU 00me3HbIo, a JaHHast
Teopusi Pa3bsICHSIET, T7ie ¥ KaK CUHTe3WUPYIOTCsI Oe/IK! 1 TIMKO-
TIPOTeN/[bl aMUJIOWHOTO BetrjecTBa. [ToaToMy mouck 3 dex-
TUBHBIX METO/IOB JIeUeHUs aMAION/j03a NpeAirosniaraeT He TOJTb-
KO BO3[IeHCTBHE Ha Oe/I0K-TIPe/IIIeCTBeHHHK, HO U CTabK/M3a-
L[I0 MeXaHM3MOB OesTKOBOTO roMeocTasa B Makpodare. Takoit
nozxos, 060CHOBaH B MEPBYI0 Ouepe/ib MOHUMaHUEM POJIU Me-
XaHM3MOB ayTo(ariuy Kak I71aBHOM 0CHOBBI OeTKOBBIX KOH(OP-
MaLMOHHBIX TTPeBpallleHni roMeocTasa B Makpodare. OfHaKo
3Ta Teopus He /1aéT BO3MOKHOCTb T0Ka3aTb MOJIEKY/ISPHYIO
OCHOBY CHHTe3a aHOMaJIbHOTO Oesika KjleTKaM{ PeTHKYJ/I09H-
[IOTe/IManbHON CUCTeMbI, 0ObSICHSIET raToreHe3 JIMIIb BTOPUY-
HOTO aMMJIONW/03a YesloBeKa 1 He pacKpbIBaeT MeXaHH3M pas-
BUTHSI TeHETUYECKOT0, TePBUYHOIO U CTapueCcKoro aMUaou/10-
30B [2, 5, 16, 18].

Teopmfl I'lOﬂMMOpCbVIB’Ma

Teopust 6asupyeTCst Ha MPeNOIOKeHUH, UTO Y KaXK/0ro
3ab0/1eBaHust MOXKET ObITh CBOSI YHHKA/IbHAst CTPYKTYpa aMHJIO-
UHBIX GUOPUILT, ¥ COOCTBEHHBIHM Habop mommopdu3mos [13].
Ha coBpemeHHOM 3Tarie ObIJI0 yCTaHOB/IEHO, UTO OJIMH U TOT
ke BesIOK MOYKET UMEeTh Pa3/IMUHYI0 MOJIEKY/ISIPHYIO CTPYKTYPY
npy (hOPMHUPOBAHUN aMUTOUHBIX (GUOPUIIT U 9TO sIB/IEHHE Ha-
3bIBAIOT MOJIEKY/ISIPHBIM rTo/iuMopdusmom. Kpome Toro, rmoka-
3aHO, UTO (JopMa aMUJION I, B TOM UKC/Ie CHMMETPHS U TOJIIIH-
Ha (puUOpPUII, 3aBUCUT OT KOJIMUECTBA MPOTOPUIAMEHTOB, U3 KO-
TOPBIX OHM COCTOSIT, UTO OTpe/ie/sieTCsi Kak Mopdooruueckuit
nojimMopdu3M. ITH iBa TUTIA TTOTUMOP(hHU3Ma He UCK/TFOUaroT
IIPYT Zipyra ¥ MOTYT COCYII[eCTBOBaTh. B OCHOBe CBSI3U MEXIY
MoMMMOpGHU3MOM U 3ab0JIeBaHUEM JIEXKUT CIIOCOOHOCTh (HU-
OpPUUT CY>KUTb MaTpHLIeH /11 HOBBIX (GPUOPU/T, COXPaHSIHO-
WX CTPYKTYPHBIE 0COOEHHOCTH UCXOHOM (hrbpubL. [Toss-
JIsIeTCst BCE DOJIbIIIe [OKA3aTe/IbCTB TOT0, UTO aMU/IOHU/IHBIH IO~
MUMOpP(GU3M TIPUBOUT K 0OPA30BaHMIO Pa3/TMUHbIX BADHAHTOB
aMUJIOU/IOB C Pa3HOM TOKCUUHOCTBIO U CITOCOOHOCTHIO BhI3bI-
BaTh MaTO/IOTMUeCKHe U3MEHEHHs], UTO B CBOIO OUepe/ib M03BO-
JIseT 0OBbSCHUTH TIAaTOJIOTMUYECKOe pa3HooOpasure 1, BO3MOXKHO,
K/IMHUYECKYIO TeTepPOreHHOCTh aMUION/IHBIX 3a00/1eBaHmi [6].

HecMoTpst Ha Ha/llMUKe UCC/Ie[OBAHUM, MTOATBEPIKAAFOLIUX
3Ty TEOPHIO, OCTAETCSI HeSICHBIM Psifi BOMPOCOB. Ec/v neprueH
TO/TMMOP(U3M, TO YCIOBUSI /17151 00pa30BaHMs aMUJION/IA Y BCEX
Jofel OfIMHAKOBBI U 3ab0/eBaHye OTIPeeSIeTCs CTyYaiHbIM
MOIMMOP(U3MOM U, [T0-Pa3HOMY B3aHUMO/IEHCTBYS C K/I€TOU-

HBIMU MeXaHH3MaMH, BbI3bIBAIOT pa3Hble (PeHOTHITBI 3a60/eBa-
Huii [37]. B IpOTUBOITOIOKHOCT 3TOMY TUTIOTE3a O TTepPBUUHO-
cti 60J1Ie3HH TIPE/TIo/IaraeT, UTo OMOXMUMUUECKHE YCITOBHS OKPY-
yKarolel cpeibl pa3/IMYaroTCs B 3aBUCKMOCTH OT 3ab0/1eBaHwsl,
HO MMEHHO OHH OTIPE/IeJISIFOT KaKOM TOTMMOP(U3M Pa30BBET-
csi. PaHHpe sTarel maroreHe3a 3abosieBaHUsI MOTYT B/IUSTE Ha
KOHLIEHTPALMIO KOaKTOPOB B TOM WM MHOW TKaHH H, CJ1e/J0Ba-
TeJIbHO, CTTOCOOCTBYIOT BOSHUKHOBEHHUIO WM BBIOOPY Ompefie-
JieHHoro roymmMopda [38, 39]. Ho Torza pas3miuus Mex Iy Tou-
Mophamy He OKaXKyT B/IUSIHUS Ha (DeHOTHIT 3a00s1eBaHust, a Me-
XaHW3M aMUJIOMHOM MaTOreHHOCTH Oy/IeT OJUHAKOB /IS BCeX
nouMopdoB. MOXXHO pacCMOTPeTh TMOPH/IHBIN BAPHUAHT, B KO-
TOpOM crieLduueckas st KOHKPETHOTO 3abo/eBaHus cpea
orpeyiesisieT Habop PUOPUISIPHBIX TOMUMOP(OB, KOTOPBIE B3a-
VMOJIEMCTBYFOT C K/IETOUHBIMU KOMITOHEHTAMH, XapaKTePHBIMU
IS IAHHOTO 3a00/TeBaHusl U TeM CaMbIM OTIPE/IENISTFOT ero (eHo-
T [40, 41]. CtpykTypHast KoHpOpMaLHs TOTUMOP(U3MOB MO-
KeT CITY>KUTh OCHOBOM J1/1s1 K/TaCCHU(UKAIM aMHIONI030B, a JiJist
Ka)K/I0T0 3a00/1eBaHKst MOTYT MOTPeO0BaThCst CBOU THArHOCTH-
YyecKre 1 TeparieBTHYeCKHe IMOAXO0/bI Ha OCHOBaHUHM XapaKTep-
HBIX IS TAHHOTO 3a00JIeBaHUS aMUTOUAHBIX (hubput [13].

M)/TaL[MOHHaFI Teopus

Teopust IpeTeH/IyeT Ha YHUBEPCATbHOCTE B OOBSICHEHUH T1a-
TOreHe3a BCeX MU3BECTHBIX (JOPM aMIJIOH/103a C TTO3ULIUHU KO-
HUPOBAHHsI KJIETOK — aMHM/IOM/J00/1aCTOB, €CJ/T yUeCTh BCE BO3-
MOXKHOe MHOTroo0pasue MyTareHHbIX (akTopoB. [iuTenbHast
aHTUTeHHasl CTUMYJISILUS TIPY BTOPUYHOM aMWJIONU j03e (3a UC-
KJ/IF0UeHHeM aMUJIOK/i03a MPY T171a3MOLIMTOMe) TIPUBOJUT K T10-
SIBJIEHUFO MyTal[Wii ¥ BO3HUKHOBEHHUIO K/IOHA aMHJIOH/100/1acToOB.
Ipu reHeTHYeCKOM (CeMelHHOM) aMU/IOWZI03e TIpeJiioaraeTcs
MyTaLlsi TeHa, TPOUCXOsiast B Pa3/IMYHbBIX JIOKyCax, U 3TO MPU-
BOZIUT K Pa3/IMuusiM B COCTaBe aMUJIOWJHOTO Oesika. AHamorny-
HbIe MeXaHW3Mbl HaOJTFOAAOTCS TIPU CTApUeCKOM aMUJION/I03e,
YTO TT03BOJISIET PaCCMaTPUBaTh ero Kak (heHOKOIHIO TeHeTHYe-
ckoro. Crojia >ke OTHOCSITCS TaToreHHble MyTallyH, BbI3bIBAIOLIHE
AMUJIOUIHYO arperariio GyHKIMOHAILHOTO B IPYTHUX OTHOILIE-
HuUsIX Oenka (aMutonziHbIe Tiepexofpbl) [42]. TToTeHIaTbHBIMU
(hakTOpamu 06pa30oBaHUs aMUIOU/A SIB/ITFOTCST U TIOCTTPAHCIISI-
LIMOHHBIE MOAU(MUKALIAY, 00yC/IOB/IEHHbIE MYTALIMOHHBIMU U3~
MeHeHUsIMU. [JucynbduaHbIe CBSI3U, TTIMKO3UIMPOBAaHHE U MY-
Tal[My y4acTBYIOT B (hOPMUPOBaHUM (UOPUIISIpHOTO Gesika,
MOT'YT CIIOCOOCTBOBaTh HEOOPATHIMOM aMHU/IOUAHON OpraHu3a-
1[1M, Co3/aBasi GUOPUIISPHYIO CTPYKTYPY CITOCOOHYTO MPOTH-
BOCTOSITh TIPOTEOTUTUUECKOH Jierpajialii B opranusme [9, 43].

MyTalMOHHasi Teopysi aMUIOUioreHe3a faaa BO3MOXK-
HOCTh TIPUOTU3UTH aMUJIOU/I03 K OITyX0JIEBOMY TTIPOLIeCCy
[18, 22, 32, 35].

MexaHnambl hopMmupoBaHus amunonga

B ocHoBe /1F060T0 aMUIONZ03a JIEKUT MEXaHU3M IpeBpa-
IIeHUsT TI00Y/IIPHBIX PACTBOPUMBIX OEJIKOB B HEPACTBOPUMbIE
amwtonziHele GuOpUE! [32]. CHHTE3 MTOMITENTTUAHON 11eru
Gesika TPOUCXO/IUT B H/OTIIIA3MAaTHUECKOM PeTHKY/IyMe, I10-
CJie Uero, OCHOBBIBAsICh Ha TEPMOJUHAMUUECKUX TPHUHIIUIIAX,
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6eJIoK, B COOTBETCTBUU C aMUHOKHUC/IOTHOM TIOC/IEI0BATETBHO-
CTBIO, CIOHTAHHO CBOPAYMBAETCS U MPHUOOPETAeT CBOKO Hjie-
albHO CBEPHYTYIO TPEXMEPHYIO CTPYKTYPY. BmecTe c TeMm, Ges-
KU TIPe/IPaCIioNoXKeHbI K TIEPEX0/ly B HeCTaOWUIBHOE COCTOSTHUE
Pa3BOpauMBaHUS U [|JIsl TIOZZlePKaHus TIPaBU/IBHO CJIOKEHHOM
CTPYKTYPbI UM HeOOXOJUMBI LIArepOHbl. YCI0BUEM (OpMHU-
DOBaHUsI aMUIOUIHBIX (PUOPUIT SIBMISETCS HATMUHe YaCTHUHO
Pa3BepHYTOU CTPYKTYPbI Oe/IKOB-TIpe/iiiie CTBeHHUKOB. BiisiHye
BHEIIHUX ()aKTOPOB, TAKMX KaK HW3Kas BelTMurHa pH, oKuc/ieHye
WM BBICOKAsi TEMIIEPATyPa, MOXET CrOCOOCTBOBATh HAPYILIEHHIO
TPEXMEPHOMU CTPYKTYPbI Oe/Ka U Pa3BepThIBAHUFIO TTOTUTENTH/-
HBIX 1jerell. BHYTPUK/IETOUHBIA ¥ BHEK/IETOUHBIN OeKOBBII
roMeocTa3s (IpoTeocTas) B HOPMe T0//lep>KUBaeT CTabuibHOe
COCTOsIHME 0eNKOB B HaTMBHOW KOH(OPMaIWH, B TIPAaBUIEHOM
MecTe U B HeOOXOUMOM KOHLIeHTPAL[|H, NpeAoTBpallas ux
arperaiuro. HelpaBUIbHO CBEPHYTHIE WM Pa3BEPHYThIE OeJ-
KM ecTeCTBeHHBIM 00pa3oM BO3BPAIIIalOTCsl K CBOEM HATMBHOM
CTPYKTYpe, HO MHOT/Ia OHM CBOPA4YMBAIOTCS B JIOKHYIO CTPYK-
TYPY, OTJIYAIOLIYIOCS OT MUCXOZIHOM KoH(opMaryy. Kak rpaBu-
710, Takvie OesIKM PacIervIsIoTCs 1 Y/Ia/IsIFOTCS TIPOTeacoMaMH,
HO YaCTb 13 HUX BBICBOOOXK/]AeTCSI BO BHEKJIETOUHOE ITPOCTPaH-
CTBO W MOBTOPHO COOMPArOTCS B TPEXMEPHYIO KOH(OPMALIHIO,
KoTOpast borara 3-C/10sIMH, TIOTUMEPH3YIOIIUMUCS IPYT C APYTOM
¢ obpa3oBaHHeM aMUIOUAHBIX GUOPUT. TIpy 3TOM BpeMeHHOe
pa3BopaurBaHue 6e/KOB 0GHa)KaeT MPeXX/ie CKPhIThIe THAPOHOO-
HBbIe OCTATKH, KOTOPbIe BBIMOJHSIFOT POJIb MUILIEHeH [171s TIpoTe-
a3, uTo TPUBOJMT K MX paciriervieHrto. Takoe MpoTeosuTHYe-
CKOe pacirieryieHue elé 6osblie fecTabummsupyeT 6enku, uto
TIPUBO/JMT K YCKOPEHUIO TIPOLiecca HelmpaBU/IbHOTO CBOpauMBa-
HUS ¥ arperalyi, a Ha/lmure Takux (hakTopoB, KaK HapyllleHHe
perynsinyu 6uocrHTe3a 6esika, OKHC/IeHHe 1 [ie3aMIHUPOBaHHe
OOKOBBIX TIeTTell aMUHOKHUCIIOT, XUMHUEeCKK e MOJU(UKALIH T10-
JIATIENTHZHBIX LleTTel, CBsI3bIBaHNe MOHOB MeTa/UIOB U JIPyTHe
MeXaHW3Mbl, YBeJIMUMBAlOT BEPOSITHOCTh HETPaBUILHOTO CBO-
paurBaHus Oeska [22, 32].

KuHeTrka 06pa3oBaHust aMUAION/Ia OAHOTHITHA /IS Pa3HBIX
bopm amuION103a U BKIFOUAET B cebs a3y 3afiep>KKH (HyKIie-
arum), dasy yaymHeHus (pocta) U ¢a3y TiaTto (HacbIeHus)
[44, 45]. TlepBuuHOe PO aMUIOUHBIX (hrubpusI, 0bpasyeT-
cs1 BO BpeMsi (ha3bl HyK/ealy, KOorJja HelpaBUIbHO CBEpHY-
Thle OeIKOBble MOHOMepPBI COOMPAIOTCS B paCTBOPUMBIN OMH-
romep. VIHMLMALWs ¥ TTpOTeKaHKe MpoLjecca HyK/Iealuy He siB-
JISIeTCSI CIIOHTaHHOM ¥ TIPOMCXOZAWT TOJIBKO TIPH OTIpe/iesIeHHOMN
KPUTHYeCKOW KOHLIeHTpALMU U JIIMHe TIeNTH/a, HIKe KOTO-
pbIX 0Opa3oBaHre aMUJIOWOB HEBO3MOXKHO (TaKKe MTPOUCXO-
IWT ¥ 00pa3oBaHue He(UOPUIIAPHBIX OTMTOMEPOB), TIPH 3TOM
(ha3e HyK/ealy MPUHA/IEXKNT KJTFOUeBasi poJib B PeTynrupo-
BaHUM 00111ell CKopocTu obpa3oBanus hubpwut [44, 46]. TTo-
CJTe TOTO Kak sizipa pubput chopMUpoBaIvCh HaCTyTaeT da-
3a y[JIMHeHUs], KOTOPast XapaKTepH3yeTCsl T0C/1e/[0BaTeTbHbIM
CBSI3bIBaHMEM M POCTOM MOHOMEPOB, UTO TT03BOJISIET aMUJIOH /]
HBIM (pUOpUIIaM PacrpoCTPaHATHCS U YIJTUHSTH CBOIO CTPYK-
TYPY BZI0/Ib OCH BosioKHa. OOIiye CTpyKTypHBIe 0COOEHHOCTH
aMUTOUZHBIX (GUOPHIUT BK/TFOUAIOT MX Hepa3BeTBIEHHYIO MOp-
(omnoruro, TUIMTUYUHBIN ArameTp ot 7,5 0 10 HM ¥ BTOPUYHYIO
CTPYKTYPY B BH/je MoTiepeuHbIx -coéB [22, 47].

[TepekpécTHast f-apxXuTeKTypa 3a/jaeT HabopbI B3aUMO/iel-
CTBUH, HEOOXOUMBIX i pocTa pubpusul. PocT B HarpaBJie-
HUM TJIaBHOM 0CH (GUOpPUIBI 00yC/IOB/IeH paciIipeHrneM Te-
PEKPECTHOTO -7MCTa U BKJIFOYAET B cebst BOJOPOAHbBIE CBSI3U
B OCHOBHOM LIeTIH, a TaKKe B3aMMOZEHCTBHST OOKOBBIX Liereit
MeX/1y MerTHZaMU, CBSI3aHHBIMU BOJJOPO/IHBIMH CBSI3sIMH. PocT
B OPTOTOHA/IbHOM HarpaB/IeHUH 3aBUCHT TIOUTH WCKJTFOUNTe Tb-
HO OT B3aUMO/IeMCTBHY OOKOBBIX L|eMel U OCYILeCTBISETCS
MeJK/ly TIeTITUZIaMH, KOTOPbIe He PacIoioyKeHbl B O[HOM U TOM
ke B-mucte [10]. Ha 0oCHOBaHMY TOTO, UTO CTPYKTYPBI aMHUJIO-
WIHBIX (GUOPUIT 3HAUNTETFHO aHU30TPOIIHBI, MOYKHO TIpe/i-
TIOJIO’KUTh, UTO B3aMMOZEHCTBHSI BHYTPH OJHOTO CJI0ST 3HAYM-
TesTbHO O0Jlee SHepreTHUeCKH BBITOAHBI, YeM B3aUMO/eHCTBHUS
MEXY CJIOSIMU KPOCC-B-CTPYKTYPbI M CKIIOHHBI K 06pa30oBbIBa-
HUIO TUIOTHOTO a/ITe3UBHOTO COeJJMHEeHHS], Ha3bIBAEMOT'O «CTe-
puueckast 3acTexkka» [13]. @ubpusuiel 00pa3yroTCs B pe3ysibTa-
Te peasM3aljii MeXaHW3Ma HYKJ/Ieal[iOHHOU TI0/TMMepHr3aliyy,
TIpY KOTOPOM HayajibHbIN, MeZJIeHHBIN W/UMW SHepreTuueCcKu
HEeBBITOJHBIN 3Tarl MPUBOJUT K (OPMHUPOBAHUIO s/]pa, KOTO-
poe 3areM obecrieunBaeT OBICTPOe W SHEPreTHUeCKH BBITO/I-
HOe TIPUCOeHeHNe JI0TIOJTHUTEIbHBIX TPOTOMEPOB M POCT
¢ubpumnet [23, 24, 35].

Arperariyio 6e/IKOB MO>KHO 00603HAUUTh Kak TPOLiece ca-
MOpAacMo3HaBaHUSI ¥ TOMOTHITMYECKHUX B3aMOZeHCTBUH, TI0-
CKOJIbKY arperarbl, Kak TpaBUJIO, CUIbHO 00OTalleHbl OfHUM
6esikom. VI3BeCTHO, UTO B COCTAB OE/TKOBBIX OT/IOKEHUH BXOAUT
MHOYXeCTBO /IPYTMX KOMITOHEHTOB, KaK Oe/TKOBbIX, Tak 1 Hebel-
KOBBIX, U TeTepOTUITHUeCKHe B3auMO/IeMCTBHS BCE yallle pac-
CMaTpPHUBAIOTCS B KaueCTBe MOTeHLMaTbHBIX MOJY/ISITOPOB Kak
camoi arperaryy, Tak 1 eé (yHKIIMOHATbHBIX TOC/Ie/|CTBUH,
XOT$I BOMPOC O MeXaHW3Me COBMECTHOTO OT/IOXKeHUs OeslkoB
OCTaeTCsi OTKPBITBIM.

Kpome COBMeCTHOTO NMPUCYTCTBHSI OCHOBHBIX O/TKOB, BbI-
3bIBAIOIIMX TATOJIOTHIO, B CAMUX OTJIOXKEHHSIX HabmrofiaeTcs
3HauMTesIbHAsS JOTIOJTHUTEIbHASI TeTePOreHHOCTDb KakK C TOYKH
3peHus1 0OHapy)KeHHbBIX OE/TKOB, TaK M C TOUKU 3PEHUs IPYTUX
THUIOB OMOIOTHUeCKUX MAaKPOMOJIEKYT, A€MOHCTPUPYS CTPYK-
TYpHOe pa3Ho00Opa3ue MpH OTpe/ie/IEHHBIX (HU3UKO-XUMHUe-
CKUX YCJIOBHSIX, UTO TIPUBOJUT K pa3/IMuHbIM (eHOTHIaM 3a-
OosieBanui [48, 49].

Ha ocHoBaHWMHM pe3y/bTaToB O0/BIIIOr0 KOMMUeCcTBa UCCe-
JIOBaHWH, TIOCBSIIIIEHHBIX N3YUYeHNI0 CTPYKTYPbI aMUJION/Ia, PSi]
ABTOPOB Mpe//IararoT paCCMaTpUBaTh aMUIOU, He Kak 0eyok
WY TIMKOTIPOTENH, a B KaueCTBe CyNpaMoJIeKy/IsIpHON HaHO-
CTPYKTYPBI, UMeFoLel OT/IMYHbIe OT Oenka (hr3nKo-XxruMuue-
CKHe CBOMCTBA. B CBOMX Mpe/ooKeHNsIX, OTIMPAIOIIMXCS Ha
pe3yJIbTaThl UCCIel0BaHNM MeTOZaMHi PeHTTeHOCTPYKTYPHO-
TO aHa/M3a, 37IeKTPOHHOW MUKPOCKOITMH, PEHTTeHOBCKOW MU-
KpoKpHcTanaorpaduu, ¢iyopecieHTHOM ¥ aTOMHO-CHIOBOM
MUKDPOCKOTIHH, si/IlepHO-MarHUTHOTO pe30HaHca, OeTKoBOTro
CHKBEHCA OHHM CUMTAIOT, UTO NePBUYHOM CTPYKTYPOW aMHUJIOH-
[Jia sIBJIsieTCst HAaHOTPyOKa, oOpa3yemast enTH HBIMU (hparMeH-
TaMH, BCerjja U3 OTHOM U TOU >Ke He 3HAUUTeJIbHO pa3/nyaro-
1eficsi TI0C/Ie0BaTeTbHOCTH aMUHOKHUC/IOT. DT (parMeHThI
B pe3ysibTaTe CaMOCOOPKH He3aBepIlIeHHbIMU KOMbL[aMH CIH-
PasIbHO YK/IaJJbIBAOTCS B OJHOOCEBOM KPUCTaJIT — HAHOTPYOKY,
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MOCKOJ/IbKY OfIMHAKOBbIE aTOMbI, HMEIOIIIHe O/IMH U TOT e T10-
PSITKOBBIN HOMED B TIOC/IeI0BATeTbHOCTH, PACTIOIOXKEHBI CTPO-
TO YTIOPSIZIOUeHHO APYT OTHOCUTEBLHO /IPyTa Kak B KPUCTAJIIe.
ITo aTO0M MpuurHe yepe3 Kaxable 4 06opoTa 1o ATHHe TpyO-
Ki 06pasyeTcst U30bITOUHBIN TO/IOXKUTE/TBHBIN 3apsi]], CIy)Ka-
Ui MECTOM CBsI3bIBaHUS, Haripumep, KoHro KpacHoro, Cy/ib-
(baTHBIE TPYTITIBLI KOTOPOTO pa3HeCeHbI B IPOCTPAHCTBE POBHO
Ha pacCTOSIHHE MEXY ITUMHU Iy/IaMU TI0I0KUTEeTbHbBIX 3apsi-
[IOB, W TIOOBbIX APYTHUX OTPULATEIBHO 3apPSPKEHHBIX MOJIEKY/T
C OTHOCHTEJILHO PETy/IsSPHBIM CTPOEHHEM, HarpyuMep, ToJI1ca-
XapU/ioB. YUUThIBast €IUHCTBO (DU3UKO-XUMHUECKMX CBOUCTB
aMHJIOW/IOB Pa3/IMUHOIO MPOUCXOXKAEHUSI U UX TPEXMEpPHOe
CTPYKTypHOE eIuHOOOpa3sue, OHU JI0JDKHBI HAXOJUTLCS B Of-
HOM Psifly C TAKUMHU CYTIPaMOJIeKy/IIPHBIMU 00beKTaMHU Kak Ty-
Oy/IMHOBBIE TPYOOUKU U JPyTHie MUKPO(PUIAMEHTBI, KOJIIareH
Y 371aCTHH, HO IS 3TOTO JIO/DKHA OBITh OTpe/iesieHa ero (hu3u-
oJiorrueckast QyHKIIMOHATBHOCTE [21, 48].

BHe 3aBUCHMOCTH OT 3HAUUTE/ILHOTO Pa3/INuMst TIPUUMH,
VHULMHPYIOIUX aMUIOK/103, OJHAXK/IbI HAYaBIIMCh OH pas3-
BMBAETCsI KaK CaMOCTOSITe/IbHBIN MaTO/I0rMueCKUi Mporecc,
a ero MporpecCUpoBaHNe MPUBOAUT K THOe/ I OPraHOoCIIeI-
(bHUeCcKUX CTPYKTYp, 3aMeI[eHUI0 UX COeJAUHUTETHLHON TKa-
HBIO ¥ CTPYKTYPHO-(PyHKI[MOHA/ILHOW Ie30praHu3aljuu op-
rasa [21, 50].

MaTonornyeckas ponb aMmunonga

MexaHH3M MTOBPEsKAIOIIETO /1eHCTBHSI aMATIoNja U3yueH
He/0CTaTovyHo. JI71st pa3BUTHs aMUIONI03a, KpoMe 0Opa3oBa-
HUsI aMUJIOUIOTEHHBIX OeJIKOB, TIO-BUJMMOMY, CYIL|eCTBEHHYO
pOJIb UTrpaeT TaKKe JiecTabumm3aliss HOpMabHbIX MeXaHHU3-
MOB YTU/IM3alMU TaKUX aHOMAaJTbHbIX OeNKOB. AMUTIOUJ, SIB-
nsieTcst abCOMIOTHO MHEPTHBIM BelllecTBOM. [Ipy rucronoru-
YeCKOM HCCJIe/[0BaHUY TTOPa’KeHHBIX OPTraHOB, Kak MPaBUIIO,
He 00HapY>KMBAIOT MPU3HAKOB BOCTIAIUTENbHON peakldu Ha
aMHJION7I, HeKpo3a K/IeTOK OKpysKarolux TkaHeil. He oOHa-
PY’KEHO U TIPSIMOM 3aBUCHMOCTH MEXK/y KOJTMYeCTBOM JIeTio-
3WTOB aMHJIOW/Ia U BBIP@KEHHOCTBIO (PYHKI[MOHAIBHBIX Hapy-
IIIeHWH OpraHa y OT/le/IbHbIX MalMeHTOB, OHH TIPOCTO 3aMellia-
0T KOJIJIareHO-3/1aCTUHOBYIO MaTpHlly opraHa. OrpaHuueHye,
a Cco BpeMeHeM U OTCYTCTBHE eCTeCTBeHHOTO, (hU3HoIoruye-
CKOTO TIPOCTPAHCTBA /IS 3acesieHus U depeHIIPOBaHHBIX
KJIETOK U UX TIpe/iIlIeCTBeHHUKOB 3aKaHUMBAeTCS MaHL[UTOTIe-
HUell B TIOPa)XeHHOM OpraHe, CHIDKeHHEM ero (pyHKIMOHAIb-
HOTO pe3epBa U B KOHEYHOM WTOTe THbesiblo BMecTe C opra-
HusmowMm [21, 51 — 53].

Takum 06pa3oM, ¢ KITMHUUECKOW TOYKH 3PeHUsT aMUJIOH-
JI03bI — 3TO XPOHMUECKHe TIPOTrPeCcCUpPYIOLIYe JereHepaTUBHbIe
3ab0s1eBaHusl, TIPUBOASIIINE K TSHKENON U HeoOPaTUMOU HeJlo-
CTaTOYHOCTH/OTK/TFOUEHHIO TTOPAKEHHOTO OpraHa/TKaHu. [ake
eCJIM TeHeTHYeCKoe UM TIPHoOpeTéHHOe HapyllleHWe CTPYyK-
Typbl OefKa sIB/ISIeTCsT epBONPUUMHON 3abosieBaHus, B X0[e
TaToreHeTHUYeCKOM T10C/Ie/I0BaTe/IbHOCTH W MPOTrpeCccrpoBa-
HUSI aKTUBUPYIOTCS [IpyTHe 1MaTo(r3noIoruueckie peakiyy,
KOTOpbIe B 3HAUYMTEHHOW CTEIeHH CIIOCOOCTBYIOT Pa3BUTHIO
ToBpeXeHui [15].

CornacHo Noc/eJHAM TIpe/ICTaBIeHUsIM, 3a [IUTOTOKCHY-
HOCTb U TIaTOJIOTHIO OTBEYAIOT OJIMTOMEpPHbBIe TIPOMEKYTOUHbIe
coeuHeHus1, 06pa3yoIIyecs Ha PaHHUX CTa[UAX (OPMUPO-
BaHUSI aMIJIOW/IA, @ He MOHOMEDHI U 3pesible hubpusbl [54].
Arperaiysi aMUIonja — CJIOXKHBIN TIPOLeCC, BKITIOUAIOIIUIM Tie-
pexo[i OT paCTBOPUMBIX MOHOMEPOB K HEPAaCTBOPHUMBIM arpera-
Tam. bosee TOrO, 3TH OJTMTOMEPHBIe COeAWHEHHSI C LIMPOKUM
[JMarna3oHoM pa3MepOB U Pa3/IMUHBIX KOH(OPMALMH TaKxKe sB-
JISTIOTCST BaXKHBIMU MTPOMEXKYTOUHBIMU COEAMHEHUSMU B TIPO-
Lecce arperatuy amuaonza [Iporogubpuibl 06bIMHO COCTOST
13 LleroveK r700y/IsIpHBIX OJTMTOMEPOB C BEICOKUM COZIePKaHH-
eM [3-TUCTOB Y CBs3aHbI C TIPSMbIM LIUTOTOKCUYECKUM JIeHCTBH-
€M, MOCKO/BKY HeOObIIINe OJTUTOMEPHBIE MPe/IIeCTBeHHUKU
¢ubpunn 6osee THAPodOOHBI M MOABIIKHEI, CIeJ0BATeTHHO,
GoJsiee CKJIOHHBI K TIaTOJIOTMYeCKOMY B3aMO/IEHCTBHUIO C Kile-
TOUHBIMHA KOMITOHEHTaMH, UTO U PAaCCMaTPUBAETCs KakK BaXK-
HBIF KOMITOHEHT IaTtoreHesa 3aboseBanus [36].

BOJIBIIMHCTBO 3THX TOKCHYHBIX BEIL|ECTB, MO-BUIHMOMY,
obpa3syeTcst B pacTBOpax, COZieprKallix He TOJIbKO MOHOMep-
Hble, HO U (UOPUIISPHBIE BElieCTBa, BBU/Y TOTO UTO 3peJibie
(UOPUIITBI TaKXKe MOTYT ObITH HICTOUHUKOM TOKCHUUHBIX OJTU-
TOMEpOB, TIOCKOJIbKY OHHU WTPAIOT POJb KaTaJIuTUYeCKUX LjeH-
TPOB B IpoIieccax BTOPUUHOM HyKseauyH [36]. OTo mpuBoauT
K aBTOKaTaJMTHUECKOMY yBeTMYeHHI0 MacChl arperaToB U Jie-
JKUT B OCHOBE CaMOBOCIPOM3Be/leHHs1 1 00pa30BaHUsI TOKCHY-
HBIX onuromepos [8, 47, 51 — 53].

TMosiBnisieTCs BCE GOIBIIIE AAHHBIX, UTO aMUIOW/THBIH TIO/H-
MOp(}H3M MPUBOAUT K 06pa30BaHKI0 Pa3/MUHBIX IITAMMOB aMH-
JIOW/IOB C Pa3HOM CTETeHbI) TOKCUUHOCTH M CITOCOOHOCTBIO BbI-
3bIBaTh MaTosiornyecKre u3MeHeHws [6]. Kpome Toro, BbICOKO-
cTabu/IbHast CTPYKTYpa B3auMO/IeHCTBUSI OEKOBBIX MOHOMEDOB
B cocTaBe (puOpU/IIBI 0becrieurBaeT UX YCTOMUMBOCTE K Jie3a-
rperaiyy U MpoTeoIMTUYeCcKor Aerpaganuu [9]. TToBpexe-
HMUIO TKaHel CriocOOCTBYeT Psifi pa3/IMUHbIX MEXaHU3MOB, HO BCe
OHU MOTYT OBITb OTHECEHBI K C/IEYIOI|M KaTeropHsIM: TpsiMast
TOKCUYHOCTb [3-puOpUILT; CTPYKTYpPHOE TIOBpeXK/leHHe U h3Me-
HeHHUe ()eHOTHTIA, BEI3BAHHOE TIPOTPeCCHPYIOIIMM POCTOM [3-a-
TPeraToB; aKTHBAIYsi eCTeCTBEHHOTO MMMYHHWTETa M/ BOCTIA/IH-
TeJbHOU peakuyy; BbipaboTka ADK; mopakeHre K/TeTOK 3a CueT
TIOBPEXX/IeHUsT MeMOpaH W aKTHBALMM MeXaHW3MOB arionTo3a;
¢nbpo3 1 GyHKIMOHAIbHAsT He/J0CTaTOYHOCTS [ 15, 44, 55]. U3-
3a HeOOJTBIIION KOHIEHTpAIWH, HeCTaOUILHOCTH U TeTepPOreH-
HOU TIPUPOZIbI aMUJIOUHBIX OJTUTOMEPOB UX TPYIHO OXapakKTe-
PU30BaTh C MOMOLIBIO TPAJULIMOHHBIX METOZIOB, HO TIOTEHIIU-
a/TlbHO OHUM MOT'YT OBbITh TepareBTHUeCKUMU MULLIEHIMHU [8, 54].

Mopdonoruyeckas gmarHocTMka amuiongo3a

Mopconornueckast JMarHOCTUKA OCTAeTCSI OCHOBHBIM Me-
TOZIOM BBISIBJIEHHSI aMUJIONI03a, a CYI[eCTBYIOIHe B HAaCTOS-
11jee BpeMsi K/TMHUUeCKre, PaIn0JIoruuecKre Uiu Cceposioruue-
CKHe METO/IbI BBITIOTHSIOT POJIb JIAIIIE IOTIOTHUTETBHBIX [5, 56].
OO0Hapy>keHHe aMIJIOW/Ia OCHOBBIBAETCS HAa U3YUEHUH CPe30B
TKaHel, MoJyueHHbIX TPy OUOTICUU, ayTOTICHY WU/IA MaTepra-
Jla TKAHeBBIX acTIparoB. [IJis MOCTaHOBKY AMarHo3a Tpy CH-
CTeMHOM aMHJIOH/I03e 3abuparoT GUOMNTaThl U3 MOYEK, OPraHOB
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JKeJTyI0UHO-KHUIIIEYHOTO TPaKTa, Cep/ilia, HePBHOM TKaHH, KO-
JKH; acripaTthbl ab/lOMHUHAIbHOW KUPOBOU K/IeTUaTKU BCE ya-
I1le B TIOC/Ie/THEe BpeMsl UCTIONb3YIOTCS B KaueCTBe [JOCTYITHO-
r'0 UCTOUYHMKA JUATHOCTHKH [1, 5, 56].

«30/10TBIM CTaH/IaPTOM» AMarHOCTUKYA aMUJION/103a SIBJISI-
€TCsI TUCTOJIOTYeCKOe MCC/IeIoBaHue C OKpackou KoHro Kpac-
HBIM, /IOTIO/IHEHHOE (JIyOPeCL[eHTHBIM U TO/ISIPU3alMOHHBIM
MUKPOCKOITYe CKM UCCJIe[JOBAaHUEM, OITUPAFOIIUMCS Ha CIT0-
COOHOCTh aMUJIOW/Ia K TBOMHOMY JTyUerpeioM/IeHHI0 (CBOU-
CTBO aHU30TPOIMHHU), 00YCIIOBJIEHHOMY KpPOCC-[3-CK/1afiuaToi
KOH(opMaIyei U yropsi[0UeHHOCTBIO0 MOJIEKY/ISIPHOM CTPYK-
TYpbI aMUJIOUJHOU GuOpuIbEI [2, 3, 18, 57]. TIpu 3TOM TOJIb-
KO aMHWJIOU/THBIE OT/IOXKEHHUSI TTPUOOpPeTaroT s0/I04HO-3e/IEHYI0
okpacky (auxpousm) [16, 20, 56]. Omucanue 1BeTa «s010U-
HO-3es1IEHOe /IBOMHOE JTyueripesioM/IeHHe» Y>Ke HeCKOJIBKO Jie-
CATUIETHH SIBJISIETCSI TIPEIMETOM CIIOPOB. B peanbHBIX maTo-
Joryeckux obpasijax IBeT CHUIbHO BapbUPYeTCs U 0OBIYHO
TIpeJcTaB/sieT co0ol CMeCh 3e/IEHOT0, KpaCHOTO, OPaH)KeBO-
ro ¥ >kénroro. KomureT o HoMeHK/aType MeX/1yHapoAHOTO
0011[eCTBa M0 W3yUeHHIO aMUION/I03a PEKOMEH/IYeT HUCIIO/Th-
30BaTh O0Jlee KOPPEKTHOE OTHCaHue, HallpUMep HerTpabHOoe
0003HaueHNe «XapaKTepHOe ABOMHOe TyJerpesioMierye» [7].

BbIsiBlieHMe yKa3aHHbBIX CBOWCTB C TIOMOII[bIO OKPACKH TH-
CTOJIOTMUeCKUX rpernapaToB KOHro KpacHbIM ¥ MUKPOCKOTIHEH
B TTOJITPU30BaHHOM CBeTe JIE)KUT B OCHOBE TUATHOCTHKU JTFO-
60ro THMa aMUIONI03a U ABMISETCS aBCOMFOTHBIM [I0KA3aTe Th-
CTBOM aMUJIOM/THOU TIPUPO/IBI OTIIOXKEHMH [2, 21].

OkparivBaHre KOHro KpaCHBIM SIBJISIETCSI CaMbIM TTOMTy-
JISIPHBIM TMCTOIOTHYECKUM METO/[OM BBISIB/IEHUsST aMUTIOU/a,
MOCKOJ/IbKY OH OTHOCHUTEJ/TbHO OBICTPBIN, HEJOPOTOH U IIIUPOKO
PaCIIPOCTPaHEHHBIN, TIPH IPaMOTHOM TTOJX07ie ¥ COOJTIOIeHIH
TpebyeMbIX YC/IOBUI CUUTAETCS OUeHb TOUHbIM MeTozoM. Of-
HAaKoO, B MIOBCE/JHEBHOM TPAKTHKE KaueCTBO OKpaIliiBaHust KoH-
r'0 KPaCHbIM OUeHb 3aBHCHUT OT BJIMSHUS Psifja BHEIIHUX (haKTo-
POB, K KOTOPBHIM MO>KHO OTHECTH Pa3/nyusi B TUIIE U TOMIIUHE
TKaHel, K/acce 000pPyZOBaHMS, a TaKXKe K Pa3/THUUSIM B UHTEP-
TIpeTaI[X pe3y/IbTaTOB Pa3HBIMU UCC/IeoBaTe/IsIMU. KpacuTesb
MOYKET CBSI3bIBAThCSI C HEAMUJIOUHBIMU KOMITOHEHTaMH BHe-
K/IETOYHOTO MaTpPUKCA, TAKUMH KaK THA/IUH, OTIOXKEHHSI JTH-
TTHU/IHOTO TIPOTENHO/H3a, Oe/TKU IIUTOCKe IeTa U KoyareH [17].
Heob6XxoUMbIM yC/IOBHEM SIB/ISIETCST Ha/TMUKe afleKBaTHOTO Ha-
60pa MO3UTHUBHBIX KOHTPOJIeH, yueT sddeKTa «I10/spru3ariioH-
HOU TeHU» TP UCC/Ie[JOBAaHUH B TOJIIPU30BAaHHOM cBeTe [3].
bnarogapsi CBOMM BBIILIEYTIOMSIHY ThIM [TPEUMYII[eCTBaM OKpa-
mmBaHye B KOHTo KpacHbIM [IO/DKHO U OyieT ocTaBaThCst OC-
HOBHBIM METO/IOM H/IeHTU(hUKAL[UM aMUJION/1a, TeM He MeHee
CYITIeCTBYET OUeBU/IHAsI TIOTPEOHOCTD B UCTIOb30BaHUHN BCITO-
Morare/ibHbIX MEeTO/IOB /i1 Bepr(HKaIUK JUarHo3a aMUJIOH-
mo3a [17]. TToaTomMy [/ UeHTU(DHUKALUN aMIJIOWA TIPO/I0JI-
JKaIOT IIMPOKO KCIO/b30BaThCst THOGIABUHBI S U T, TOCKOMBKY
3TOT KpacUTe/ b N30HUPaTe/IbHO JIOKATM3YeTCs B aMUTOUIHBIX
OT/IOXKEHHUSIX BC/IE/ICTBHE UET0 SKCTIOHUPYS MOBbIIIIeHHe (1yo-
PECIIEHTHOTO CBET/I0-3eJIEHOTO CBEUEHMs, OKpacka THO(/IaBH-
HaMU sIB/sieTCs1 6ojiee UyBCTBUTE/TBHOM, XOT U MeHee CIiely-
¢uuHoit [5, 20]. PeKoMeH/[yIOT IPUMeHSITh 00a 3TUX MeTofa
Iist 6o7iee TOUHOM AMATHOCTHUKY aMuyiono3a [19].

AmMunons03 Mo>keT OBITh JUAaTHOCTHPOBAH TOJIBKO TIPH
WeHTUUKAMKA aMUIOMJHBIX JIeT03UTOB B TKaHsAx. Obs3a-
TeJILHO CJIeflyeT YUUThIBaTh, UTO PaHHHE OT/IOKEHHS aMHJION/1a
(hopMHUpYIOTCS HE O[HOBPEMEHHO BO BCEX OpraHax, HaKaruiu-
BalOTCsI C Pa3HOMW BBIP@KEHHOCTHIO0, XapaKTepU3YIOTCsI HepaB-
HOMEpHBIM PAacroyIoyKeHHeM U pa3fuyHbIM 00béMoM. B cBsi-
31 C UeM Ha TUCTOJIOTMYECKOM TperiapaTe MOTyT He oOHapy-
JKMBAaTbCS CJIe/Ibl OTIOKEHHUsT aMUTION/ja, HO 3TO He OTpHUIiaeT
BO3MOKHOCTb Ha/IM4Msl aMUJIONZ03a, @ HeTaTUBHBIN JMarHo3
aMMJION/]03a TIPU UCCIIe/IOBAaHUN TOMBKO OJJHOTO Cpe3a TKaHH
HUKOT/|a He MOXKeT ObITh OKOHUaTelbHBIM. [/ yMeHbIIIeHusT
KOJTMUECTBA OIIMOOUHBIX 3aK/IFOUeHNH 00s13aTe/TbHO HY)KHO UC-
cnefoBaTh He MeHee 10 cpe3oB (MHoTzAA U Gosiee), [71st pe3yiib-
TaTUBHOTO BbISIBJIEHHsI aMUJIOW/Ia TOMIIMHA CPe30B He JJ0/DKHA
TipeBbIIIaTh 4 — 8 MKM. PelrieHne 06 OTCYyTCTBUM aMHJIOWZ03a
0e3 JIOTIOTHUTETHHOTO KBA/TU(MHUITMPOBAHHOTO MCC/IeOBAaHHS
paclieHHUBaeTCsI Kak HeajieKBaTHoe [3, 5].

B cooTBeTCTBUM C COBpeMeHHOU KJlacCU(UKaljield Mop-
(onoruyeckast MarHOCTHKA aMUJION/03a TPeOyeT He TOJBKO
ero oOHapy>XeHHsl, HeOOXOIMMBIM YC/IOBUEM SIB/ISIETCS HZIeH-
TU(MUKAIMS aMHUIOUHOTO Oeska (aMUIOMIHOEe TUITMPOBaHKe),
TIOCKOJIbKY TeparieBTHUecKasi TAKTHKa OTIpe/iessieTCsl TUTIOM
amunouza [19].

[Tpoba c mepMaHraHaTOM KaJivisl UCIO/Tb3YeTCs AJIsT OTipe-
JlesieHns THMa amuionzio3a. O6pabotka 5%-HBIM PacTBOPOM
TiepMaHraHara KaJivst IPUBO/IUT K yTpaTe CBOWCTBA JABOMHOTO
JIydeTpesioMJIeHUs] M NCUe3HOBEHHMIO sI0/I0UHO-3e/1EHOTO 1BeTa
TriperiapatoB ¢ AA-THUTIOM aMWJIOW/1a, TIPe/[BapUTEbHO OKpa-
1meHHbIX KoHro kpacHeIM, npu AL-THrne amuaonsa 3T0 CBOM-
CTBO ocTaétcsi. bosiee TouHO U QepeHIMPOBATE BapUAHTEI
AA- n AL-amunon/j03a 1o3BOJIsieT UCT0JIb30BaHUe 11eJIOUHO-
ro ryaHuzvHa [16].

VIMMyHOTHCTOXMMHYeCKOe TUITUPOBaHWe aMHUJION/ia C HC-
TI0/Tb30BaHMEeM MOHOKJIOHA/IBHBIX aHTUTeN K OeslkaM-TIpe/iiie-
CTBEHHUKaM aMWJIOWZa CUMTAeTCsl Haubosiee ONTUMaIbHBIM
[57]. YTOOBI MCKTIOUNTH TIepeKpecTHbIe PeaKIMi HeKOTOPhIX
AHTHCBIBOPOTOK K Pa3HBIMU TUTTaMU aMUJION/Ia peKOMEH/TYeTCst
TIPOBOJIUITE NCC/IeZIOBAHHE C TIaHEJTbI0 aHTHUCHIBOPOTOK K SAA,
Pa3HBIM THIaM TsDKEJIBIX [iereld IMMYHOTTIO0Y/TMHOB, JIETKUM
L[eTIsIM IMMYHOTTIOOY/TMHOB A U K, TPaHCTHPeTHHY, (prubpruHo-
reny [5, 19, 20]. OgHako pe3y/bTaThl UMMYHOTHCTOXHUMUUE-
CKOTO WCC/IeZloBaHUsI He BCer/ia ZI0CTOBEPHBI M3-3a TIPUCYT-
CTBUSI HOPMaJTbHBIX UIMMYHOTTIOOY/THHOB, TaK)Ke Ha TOUHOCTb
pe3y/IbTaToB MOJKET TOBJIMSITE BO3MOKHOCTH TIOT€PH aMHJIO-
WJHBIX 1eTiel py pukcaru Matepuasna [16, 17, 56]. Kpome
TOT0, MCI0/Ib30BaHNe UMMYHOTUCTOXUMHUH MOXKET OBbITh Orpa-
HUUEHO KOMMepYeCKOH JI0CTYITHOCTBI0 aMUTION-CrieL{uduye-
ckux aHruren [17].

ITpocBeunBatroiias 3neKTpoHHass MUKpockonus (IIOM)
WCTOpPUUEeCKU UCTIONb30Bajach A U3yueHUs: MOp(honoruu
aMHWJIOWZHBIX GUOPWIT U TIOATBEPXK/eHHST Ha/TMUrsl aMUTIO-
WAHBIX (GUOPUIUT B CITydasix, KOryja TUCTOIOTHUeCKHe MEeTO/bI
[T Heo/[HO3HAuHble pe3ynbTarthl. Cpeau APYrUxX MeTOo/I0B
[I3M chirpana BaKHYIO pojib B (POPMUPOBAHUY TIpe/CTaBIe-
HUN O CTPYKTYPe aMWIOHUAHBIX (GUOPU/II, 3TO XOPOIIO 3ape-
KOMEH/IOBaBIIMK cebsi MeTo/], KOTOPBIH TTO3BOJISIET U3y4aTh
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amMopQHbIe MeXK/IeTouHble (hUOpPO3HbIe OTIOXKEHUs in situ,
COXpaHsisl y/IbTPacTPYKTYpy KjieToK. OJJHaKO Ha CerofHsiiii-
Hul fleHb [IOM cunTaeTcsi BCrioMOraTe/lbHbIM MeTOZIOM [ifa-
THOCTUKHU aMUJIOU/Ia, TIOCKOJIBKY 1IeMOHCTPALUU OHUX TOMb-
KO aHOMaJTbHBIX (PUOPUIT HEOCTAaTOUHO /1T J0Ka3aTe/TbCTBa
Ha/Muus amunouza [17].

IMpu3HaHbl «30/10TbIM CTaHJAAPTOM» [J/Is TUTTUPOBAHUS
aMuionzia co crerupuuHoCThi0 100% U UyBCTBUTENBHO-
cTbt0 90% cekBeHMpOBaHKe TeHOB TIPU HaCJ/IeZICTBEHHOM aMU-
Jiou[103e, jla3epHasi JUCCeKLMsl U MacC-CIIeKTPOMETPUSI Ha OC-
HOBe MPOTEOMHOT'0 aHaJi1M3a, KOTOPble Upe3BblYaiiHO MOJie3HbI
B TeX C/yyYasiX, KOrJia omnpe/iejieHre TUIa aMUIoOKAa C TIOMO-
L[bI0 BCEX BBILLIEYTIOMSIHYThIX METO/IOB 3aTPyAHUTEbHO WU
€T HeOHO3HAUHbIe pe3yIbTathl [16, 58 — 61].

UYpe3BbIUaiiHO BaXKHBIM SIBJISIETCS] CTPEMJIEHIE 0OHAPY>KUTh
TIPe/INOCHIIKY /17151 TIOSIB/IEHUS] aHOMAaJ/IbHOTO aMUJIOU/I0T€HHO-
ro GeJika B KPOBH B €r0 Mpe/ie/IbHO UCXO/HBIX CTaIusIX ([ake
B Tpe/IKJIMHUYUECKOM, Tiepe]] TeM KaK Pa30BbETCS BbIpaKeHHOe
TIOBPEeJK/IeHWe OPTaHOB) — BbIsSIBJIEHUE aMUIOM0TeHHOTO KJT0-
Ha Tla3MaThuueCKUX KIeTOK, yCTaHOB/IeHUe MepCUCTUPYIOLe-
TO XapakKTepa XpPOHUUECKOTO BOCTAJIeHUsI U ero TIPUYHH, 00-
Hapy)XeHHe MyTaHTHbIX (hopM OesKa-mpe/iecTBeHHYKa [2].

3aknoyeHue

AMI/IJ'IOI/I,Z[O3 OTHOCHUTCA K KaT€rOprHU MaTo/I0rnueCKrx rnpo-
LeCCOoB, TUAarHOCTHUKA KOTOPBIX II[)G!3BI)I‘IEII‘/‘IHO TPyAHA. beccum-

TITOMHOE TeueHHe aMHJIOW/103a Ha PaHHUX CTaJHsIX Pa3BUTHS
C TOCJTe/IYIOIIMM PacIipoCTpaHeHHeM TpoLecca Ha PasiuyuHble
OpraHbl, MOsiB/IeHNe ITUPOKOTO CITeKTPa KIMHUYeCKUX CHM-
MTOMOB M pa3HooOpa3ue Kanob manyeHTa, HeoOGXoAUMOCTb
THICTOJIOTMUeCKOT0 MCC/IeZIOBaHMS /IJIsl TIOCTAHOBKH /TMarHO3a
MyTeM BbIsiBlieHUs1 GubpuiispHoro 6esika B GUONCUIHOM Ma-
TepHaJsie, CTaHOBUTCS TIPUYUHOMN JIMarHOCTUYeCKOM HeorIpeie-
JIEHHOCTH, 3ar103/Ia/I0T0 MTOATBEep KAeHNs IMarHo3a, YIyIeHNs
CBOEBPEMEHHOT0 Hauasia JiedeHws], UTO BeJleT K Pa3BUTHIO OC-
JIOKHeHu# [5, 16, 50].

OrmpefiesieHre OT/IOKeHHH aMUIONZA C TIOMOLL[BIO /[0CTa-
TOUHO yOe/JUTe/TbHOTO MeTo/la OKPacku KOHro KpacHBIM Heb3st
CUMTATh MPOCTHIM M3-3a2 BO3MOKHBIX JMarHOCTUYeCKUX CJI0XK-
HocTeii. [T09TOMy OKOHUaTe/IbHast OLleHKa ZIaéTCs B XOPOLIIO 0C-
Hall[eHHBIX KCITePTHBIX JlabopaTopusix

Kaxxzoe amuionHoe 3a601eBaHye HeoOX0AUMO OLieHH-
BaTh B aclieKTe XMMWYeCKOro COCTaBa aMHUJION/IA, TI0CKOBbKY
aMUJIOH/TBI TIATOT€HETHUECKU Pa3HO0Opa3sHbl U T0ObIe aMU-
JIOWZIHbIE OT/IOXKeHHUs1 TpeDOyIOT orpesieNieHus1 TUTIAa aMHJION-
[la C TIOMOII[bI0 UMEIOLIMXCSI COBPEMEHHBIX MeTOZI0B HCCITe-
JIOBaHMSI I/ KOHKPeTHU3aLMi TaKTHKH JledeHus], aHa/lu3a ero
riepcrieKTHB. HeoOX0MMO MCTI0/b30BaTh BCe BO3MOKHOCTH
JUTs paHHEeH IMarHOCTUKK aMHUJIOH/[03a, OTlepaTHBHOTO TIPH-
MeHeHHs TIaTOTeHeTHUeCKOW Teparuy, Koryja Mporpeccupo-
BaHUWe 3a00/1eBaHUsI MOXKET ObITh 0J1aronoayYyHoO MPUOCTa-
HOBJIEHO, U Jla’ke TIPUBECTH K perpeccy, npefoTspaias da-
TalbHbINA UCXO[,.
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