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Pestome. Amnnono3bl — rpynna natonoruyeckux COCTOSIHUIA, XapakTe-
PU3YHOLLNXCS BHEKNETOUHBIM OTIOXKEHMEM aMunonaa (HeNpaBUbHO CBEPHYTHIX
6€nKoB) B BUAIE (HMBPUIN, BbIBNSIEMbIX MDY OKPACKe KOHro-kpacHbIM. Amunona-
HbIE HAKOMNEHNS 06HAPYXKMBAKOTCS B NEPUAPTUKYNADHBIX TKAHSX NPY PA3NIU4HBIX
HO30/10rM4ecknx opmax. Mx KNuHKYecKas MHTEPNPETaUNs NpUHUMNManbHa:
TPAHCTUPETUHOBLIA amunoung (ATTR) B kapnanbHOM KaHane MOXET CAyXWTb
paHHUM Mapkepom ATTR-KapavoMuonatin; AnUTENbHbIA 04ar XPOHUYECKOTO
BOCNANEHIs (HanpUMeEP, XPOHUYECKMIA OCTEOMUENNT) acCOLMPOBAH C PUCKOM
AA-amMnnon03a, BK04asA kapananbHoe NOPKEHKE; 6aKTeprarbHbIe aMUIOUALI
(curli) paccmaTprBatoTCS Kak MOTEHLMANbHbIA (akTop NoAAepKaHNs BOCMangHus
11 3anycKa aMINIONA0reHe3a B NepruapTUKyNSAPHbIX TKaHAX. KoHuenuus amunona-
aCCOLMMPOBAHHbIX COCTOAHUI PACKPBIBAET POIb aMUMOUAHON UHEUILTPALIAM
MEPUAPTUKYNAPHBIX TKAHEN B NATOrEHE3E SHTE30NATIN 1 BNNSHIE ANCIPOTENHO3A
Ha CBOWCTBA BHEKMETOYHOMO MATPUKCa 11 NEPCUCTUPOBAHIE PEMOAENMPOBAHMS
JHTE3NCA.

MpaKkTN4eckoe 3HA4EHNE MMEET PAHHEE BbIABIIEHE aMIOMaa B Mo-
CIIe0nepaLmMoHHbIX 6110MTaTax NepUapTUKyNAPHLIX TKAHEN: ero Hanuyne cneayet
PacCMarpyBaTh KaK «HaCTOP@XMUBAIOLLMIA NPU3HAK>, TDEOYHOLLMA 00513aTENBHOMO
Cy6TUNMPOBAHWS C MOMOLLbIO COBPEMEHHBIX METOZ0B NPOTEOMIKIA, 4TO MOBbILLAET
TOYHOCTb PaHHel auarHocTKu ATTR- v AL-BapuaHTOB KapanansHOro nopaxeHust
[0 KINMHUYECKOI MAHUEDECTALIM 3a60/1EBaHIS W BIIUSIET HA AaNIbHELLYHO TAKTUKY
NeYeHINst NaLmeHTa.

Kniouesble cnoBa: nepuapTukynapHble TKaHU, 3HTE3NC, JHTe-
30MaTUA, aHrMOreHes, aMuUnou, KOnnareHonaTus, ANCNpPOTenHoS,
BHEKIIETOYHBII MATPUKC.

DHTe30MmaTHN — O[HA U3 HanboJIee YaCThIX IPUIHUH I1e-
PHAPTUKY/IIPHBIX 60JIel Y B3POCIOTO HaceIeHHs TITaHETHL.
o HacTosIIero BpeMeHU HeT TOYHOT'O 3THOIIaTOTeHeTHYe-
CKOTO olpefeseHus UX Npu4uH. CyllecTBYyIONINe TEOPUH
(TpaBMaTHYecKasi, ayTOMMMYHHas, UH(MEKIIHOHHAsI) He MO-
TYT BCECTOPOHHE OOBSACHUTD IIPUPOLY 9TOTO 3a60/IeBaHHUSI.
BMmecre ¢ Tem, arpeccrBHbIe BHelIHUe (DaKTOPHI (3arpsisHeHe
OKPY>KaIOIIel Cpenbl, ypOaHU3a1isi, HCKYCCTBEHHO CO3[aH-
Hble HH(DEKINU ¥ TeHHOMOTU(MUIIMPOBaHHbIE IPONYKTHI U
T.II.) OKa3bIBAIOT HEITOCPENCTBEHHOE BIUsHNE Ha TOMEOCTa3
OpraHM3Ma YeT0BEKa, BbI3bIBAs Pa3/IMYHOTO POjja HApYILIeHNs
TeHeTUYeCKH 3aJIOKEHHBIX IIPOTPAMM PETy/IALUN U BOCCTa-
HOBJICHUs TKaHel. B kauecTBe OHOI U3 BepOSTHBIX IPUYUH
3TUX HapYyIIEeHUI PacCMaTPUBAIOT aMIIOH/-ACCOIUUPO-
BaHHbIE ITpolecchl. [To JaHHBIM COBpEeMEHHBIX BHICOKOUYB-
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Abstract. Amyloidoses are a group of conditions in which extracellular amyloid
deposits (misfolded proteins) are present in the form of fibrils. A special Congo red stain is
used for their detection. Amyloid deposits are frequently found in periarticular tissues across
various disease entities, and their clinical interpretation is essential: transthyretin amyloid
(ATTR) in the carpal tunnel may serve as an early marker of future ATTR cardiomyopathy;
a persistent focus of chronic inflammation (e.g., chronic osteomyelitis) is associated with
a risk of AA amyloidosis, including cardiac involvement; bacterial amyloids (curli) are
considered potential factors that sustain inflammation and initiate amyloidogenesis in
periarticular tissues. The concept of amyloid-associated conditions highlights the role
of amyloid infiltration of periarticular tissues in the pathogenesis of enthesopathies and
the impact of dysproteinosis on extracellular matrix properties and persistent enthesis
remodeling.

The early detection of amyloid in surgical biopsies of periarticular tissue has practical
significance: its presence should be considered as a “warning sign” requiring mandatory
subtyping of the modern proteomic techniques (including LC-MS/MS). This approach
improves the accuracy of early diagnosis of ATTR and AL variants of cardiac involvement
prior to clinical manifestation of the disease and influences the further treatment strategy
for the patient.
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CTBUTETBHBIX MOP(OTOTUYECKUX U TIPOTEOMHBIX METONOB
HCCIeNOBAHNSI aMUIOU/IHbIE OTIOXKEHUs BBIABISAIOTCS Yy
BHEIITHe 300pOBbIX mofeil. [Ipennonaraercs, uro k 90 romam
ammtoup 6yneT 0OHApY>KUBATHCSL B TOM WIM MHOM OpraHe y
95% Bcex UCCIeNOBaHHbIX aull [1-3].

AmMuyions; — 910 06U MOP(OTOTUIECKUIT TEPMUH,
0603HAYAIONINII BHEK/IETOYHbBIE OT/IOKEHUSI HEPABUIBHO
CTPYKTYPHPOBAaHHBIX G€JIKOB, IPENCTAB/SIOLIMX CO60it Opra-
HU30BaHHbIE HEPACTBOPUMBIE OeTa-CKIaguarbie GUOPUUIBI
(cross-f), KOTOpBIE OIIPENEe/SIOTCS IIPH OKPALIMBAHUU KpPa-
cureneM KOHro- KpacHbIM M XapaKTEPU3YIOTCS SI6I0YHO-
3€JIeHBIM IBOMHBIM JIy4elpeIOMIEHUEM B ITO/IIPU30BAHHOM
CBeTe IPHU TUCTOJIOTUYECKOM UCC/IENOBAHUY [4].

[epexorn OT TpencTaBaeHUs 06 «aMOP(HOM THaTHHE»
K GUOPWIUIAPHOI MPpUPOIe aMUIOua ObUT TIOATBEPXKIEH
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3/IEKTPOHHOMMKPOCKOTIMIeCKUMY HAOMIONEHUsIMU (BbI/Ie/Ie-
Hue pubpwuispHoro Kommonenta) [5]. [Tomumo bubpmmn
onucad 1 HeUOPUUSIPHBIN KOMITOHEHT (B T.4. IIEHTAro-
HaJIbHbIE CTPYKTYPBI), YTO OTPaXKaeT FeTepPOreHHOCTh aMHU-
JIOUIHBIX OTIOKEHUII [6].

Ipynna saboneBaHuil, 00bEAUHEHHBIX OOIIUM MOP-
domoruueckuM MpU3HAKOM -OTIOKEHHEM AMIIOUIA B
TKaHAX, 0003HaYaeTCsl TEPMUHOM «aMUIOUIO3bI». baso-
Bble IIPUHIUIIBI KTaCCUDUKAIIUY U TIPaBUIa 0603HAYEHMI
chopMynHpoBaHbI B peKoMeHganusax HoMmeHKIaTypHOTO
koMuTeTa MexxayHaponHoro obiiectsa ammionnosa (ISA,
Amyloid nomenclature 2016) [7], KOTOpble OCHOBAHBI Ha
ture Gubpuuisipaoro 6enka (6eaka-mpeniIecTBeHHN-
Ka) (Hampumep, AL - nérkue nenu UMMYHOITOOYINHOB,
ATTR - tpancTupeTut, AA - CBIBOPOTOYHBII aMUIOUT A),
a TaKx)kKe Ha BHIPAKEHHOCTHU PACIPOCTPAHEHHOCTH ITPOLIecca
(JI0KaM30BaHHBIIT WU CUCTeMHBIN). [lepedeHs aMuIonno-
TeHHBIX 6€/IKOB M OTHeIbHbIE MOTOXKEHUSI HOMEHK/IATYPBI
KOMUTeT [IePHOIUIECKH aKTyanusupyeT. CormacHo oGHOBITe-
HO (2024) y yenoBeKa MaeHTUDHUIIMPOBAHO 42 aMIIOUIHBIX
bubpuLIpHBIX 6enKa; 14 XapaKTepU3YIOTCS CHCTEMHBIM
OT/IOXKeHUEM, 23 — JIOKATU30BAHHBIM, & 5 BCTPEYAIOTCS IPU
060HX BapHaHTaX PacIpOCTPAHEHHOCTH [8].

®opMHUpOBaHMe AMUIOUIHBIX OTIOKEHUIN B TKAHSIX
o6ycnoBreHo TpeMs hakTopaMu: 1) IINTETbHOM 9KCIIO3HU -
[[Mell B TKAHSAX AMWIOUTOTE€HHBIX GeTKOB-TPeMIIeCTBEHHH-
KOB (3a cueT U36BITOYHOM IPOXYKIMH, KOH(DOPMAI[HOHHO
HeCTabMIbHOCTH THO0 MTOSABICHU My TallHil); 2) o6pasoBa-
HUEeM U pocToM GUOPUILI II0 MEXaHUSMY HYKJIealui-TI0-
JTMMepU3AIUH; 3) HEOCTATOYHBIM KIUPEHCOM OeTKOBBIX
arperatoB M X CTaOWIN3aI[MU BO BHEKJIETOYHOM MAaTpPUKCe
[9; 10].

AMUIONI03 XapaKTepU3yeTCsl BHEKIETOYHBIM Ha-
KOIJIEHHEeM HePaCTBOPUMBIX GUOPUUIAPHBIX 6ETKOBBIX
KOMIUIEKCOB U [le30pTaHu3allieil TKaHEBOI apXUTEKTOHUKH
WHTepCTHIIMATbHOTO MaTpuKkca [11-13]. Hepubpruispusie
KOMITOHEHTHI OT/IOKEHHIT [TPEICTAB/IEHBI IIPOTEOTTUKAHAMH,
DIMKO3aMUHOTIMKaHAMHU [14] ¥ CBIBOPOTOYHBIM aMUIOUTI-
HbIM P-koMnonenToM (SAP), KOTOPBIIT pacCMaTPUBAETCSI KaK
MOTEHIIMATbHBIN (PAKTOP UX YCTOMIMBOCTH (IIePCHCTHPOBA-
HYs1) U ycuteHus pubpuuioreHesa [15].

B mHacTosiiiiee BpeMs MOATBEPK/IeHA BO3MOXXHOCTD
YMeHbIIeHHU s aMHIOUIHBIX OTIOXKEHHIT IIPU HAIIPABJIEHHOM
TepaneBTUYeCKOM BO3[eicTBUHU Ha SAP-koMmoHeHT [16].

OcHosHble smuonoeudeckue 8apuanimol CuCemHo2o
amunoudosza (AL-amuwionnos, AA-amwionnos, AT TR-amu-
JIOUZI03).

AL-aMIIOH03 STHOMOTHYECKH 00YC/IOB/IEH KIOHAIb-
HBIMH ITA3MOKJIETOYHBIMHU (peXKe — B-K/IeTOYHBIMK) Hapy-
IIEHUSIMH, TIPU KOTOPBIX CHHTE3UPYIOTCSI MOHOK/IOHA/IbHbIE
JETKHe LeMU UMMYHOIJIOOYIMHOB C aMHUIOULOTeHHBIMU
cBoiicTBamMu. KimmHudyeckast BbIpayKeHHOCTH IPOIiecca orpe-
Ie/seTcsl KaK YPOBHEM MPOLYKIUH U LUPKY/IALUH OeTKa-
MpelIeCTBeHHUKA, TaK U KOHpOpMaruonHo (6uodusu-
YeCKOi1) HeCTaOUIbHOCTHIO, TIOBBIIIIAIOIIE ero arperauio
u pubpuntorenes [9; 10].

AA-amunonnos passBuBaetcs Ha GOHE XPOHUIECKOTO
BOCITQ/ICHUs, IIPU [UIUTEIbHO TUIIEPIIPOAYKIIUK CHIBOPO-
touHoro ammiouna A (SAA), nocnenyromeit ero ¢pparmeH-
Tanuei ¥ GUOPUIIIOreHe30M. ITHOMIOTUIECKOT OCHOBOI
AA-amuToniosa BBICTYIIAIOT COCTOSIHUS € XPOHUIECKOI ITPO-
BOCIIA/IUTE/IbHOI HATPY3KOi1 (ay TOUMMYHHBIe 3a60/IeBaHuU,
nepcuctupyrolue nudexuu u ap.) [17; 18].

ATTR-amunounnos (Hacrencrsennbiit AT TRv 1 Bozpact-
acconupoBanHblit AT TRwt) 06ycioBIIeH feltoHnpOBaHeM
tpanctuperuta (TTR). DTHomorn4yecku BenyuiumM 3sBeHOM
cunTaercst KOHGOPMAI[MOHHAS HECTAOWIHLHOCTh TeTpamMepa
TTR ¢ ero gucconuanyeil HA MOHOMEPHI U IIOCIEYIOLIei
arperanueil aMWIOUTHBIX GUOPUIUT; MAHHBIN MEXaHU3M
MMeeT KII04eBOe 3HAYeHUe ISl Pa3BUTUS KaPAHUaIbHOTO
mopakenus [18;19].

Hapsiny ¢ cucremubivu popmamu AT TR, knnHmdecKuit
WHTepeC MpeNcTaB/isieT JIOKaJbHOe OTIOKeHNEe TPAHCTUPe-
THHA B CTPYKTypax MepHapTUKY/IAPHBIX TKaHell, HalpHMeD,
MPU CHHIPOME KapIaJTbHOTO KaHaja (ToIepevHas CBsA3Ka
3aIICThSI, CYXOXKIIbHBIE BIara/Iiina). BeIsiBieHre B HUX aMy-
JIOMJa YKa3aHHOTO THIIA, SIB/ISETCS PAHHUM BHECEpPIeIHbIM
mpusHakoMm AT TR-kapmuoMHuomaTiu 3a0/IT0 O MOSIBIEHUST
KIuHU4YecKoit Manudecranuu [10; 19-21].

K nokanvroim (opeam-cneyuduueckum) amunouoHvim
NOPANEHUSIM OMHOCAMN, B YaCTHOCTH, JAEIO3SUTHI -aMUIO-
una (AP) B rooBHOM Mo3re mpu 60jIe3HH AJbIreiimMepa,
a Tak)Xe OCTPOBKOBBII aMIIOUJ TIOKeTYIOYHO XKeIe3bl
IIpU caXapHOM fAuabeTe 2 THIA, XaPaKTEPUSYIOIIUICSA OT-
noxxenueM amunnHa (IAPP). Otu hbopMel 1eMOHCTPHUPYIOT,
YTO OT/IOKEHUE AMWIOU/IA MOXKET OBITH BEI3BAHO HE TObKO
CHCTeMHOM IUPKY/SIIMeN 6elKa-IpelIecTBeHHUKA, HO U
JIOKaJIbHBIMU OCOGEHHOCTSIMU €r0 CHHTe3a, IPOTe0nn3a U
KJIMpEeHca B KOHKPETHOM TKaHu [22; 23].

YnomMuHaHus 06 OT/IOKeHHH aMHJIOU/IA B IIEPHAP THKY-
JISIPHBIX TKAHSIX BIIEPBbIE BCTpevyaroTcsi B padotax W. Mohr
(1976). [IpoBemeHHOE UM HCCIENOBAHUE MTAIUEHTOB C PEB-
MAaTOUHBIM aPTPUTOM, OCTEOAPTPO3OM U KapIaabHBIM
TYHHEe/IbHBIM CHHIPOMOM, Ia/I0 HeONHO3HAYHBII pe3y/IbTaT.
B o6pasijax ykasaHHBIX TKaHel IPH PeBMaTOUIHOM apTPUTE
(PA) amuton He BBISIBJISUICS, TOTIA KaK [IPU OCTE0APTPO3e
U KapIajabHOM TYHHETbHOM CHHZAPOMe ObLI OOHApy»KeH B
8% ciydaes, IPEUMYII[ECTBEHHO Y IOXXWIBIX IIAlIHEHTOB.
[Tpu OTCYTCTBUHU Y MAl[HEHTOB KIMHUYECKUX MPU3HAKOB
CHCTEMHOTO aMUJIOU/I03a, ABTOP TPAKTOBA/I BbIsSB/IEHHbBIE
OT/IOXKEHUs KaK BO3PACT-aCCOITUMPOBAHHOE KIIMHUIECKU He
3HaYUMoOe sABJIeHue [24].

B nocrenyrotue rogs! (HaunHast ¢ 1980-X IT.) coBepILIeH-
CTBOBAaHHE JUATHOCTHUYECKUX IIOIXOMIOB U ITOBBIIIIEHIE TyB-
CTBUTETbHOCTH MOP(HOTOTHIECKUX METOIOB UCCIEMOBAHUS
IIpUBeE/HN K 60/Iee YaCTOMY BBISIB/ICHHIO MUKPOIIPELIUIIUTATOB
aMWIOHIa B CyCTaBaX M MPHISKAIIUX K HUM CTPYKTypax.
Tax, B aytorcuitHom uccrenopanuu Y. Goffin u coasr. (1981),
BBISIBIIN aMIJIOHUT Y 56% 00C/IeOBaHHBIX B Ta300eIpeHHOM
U TPYAHHO-KIIOYMYHOM CYCTaBaX, IPU 3TOM OTIOXKEHUS
IOCTOBEPHO KOPPEIUPOBAIM C BO3pacToM: Gojiee paHHee U
IPEUMYII[eCTBEHHOE OTIOKEHHE OTMEeYaI0Ch B PUOPO3HO-
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XPAILIEBOM [UCKe IPYOUHO-KIIOYUIHOTO COWwIeHeHUs. B
KaIIcy/e Ta300eIpeHHOro CycTaBa aMIION] OOHAPYKUBAJICS
B 23% CIy4aeB U COIPOBOXKAAICS XOHAPOUIHON MeTaIUia-
sueit Gpubpos3Hoit yactu Karcyast [25]. Ilpu ayroncuitHoM
uccnenoBanuu kojaeHHoro cycrasa C. Ladefoged BoisiBun
OTJIOKEHHUsT aMWIOHIa B 93% ciy4aeB IIPH UCIIOIb30BAHUN
CBETOBOIT U 3/IEKTPOHHOM MUKPOCKOIHH [26; 27]. binskue
Ppesy/IbTaThl OT/IOXKEHHS aMIIONa IpencTaBwiu D. Mitrovic
1 c0aBT. (1985): B ay TONICHITHOM MaTepuaJjie KOJIEHHOTO CyCTa-
Ba TUIIMYHBIE OT/IOXKeHHsI 0OHAPY KMBAIHCh B 58,5% Ciydaes,
a pu GUOTICHHU Pe3el[UPOBAHHOI FOIIOBKH OeIPEHHOT KOCTH
HIOC/Ie 9HAOIPOTE3UPOBAHMUS Ta3006eAPEHHOTO CycTaBa B 29%
caydaes [28].

JIoKa/bHbBIN (HECUCTEMHBI) aMUIOUI03 MOYKET 06Ha-
PY>KHMBaTbCA U B OPYTUX GUOPO3HO-XPSIIIEBBIX CTPYKTYPax.
Rumpelt H.J. 1 coaBrt. (1996) onucanu pesynbraTbl 6HOTICHN
(parmMeHTOB MEHUCKOB, pe3elHPOBAHHBIX B XOIIe APTPOCKO-
MM KOJICHHOTO CYCTaBa, Iie TaK >Ke ObUIHM BBISIBICHBI AMUIO-
HIHBIE OT/IOXKeHHU . [Ipy 3TOM aBTOPbI OTMEYAIOT yBe/IMIEHNE
9TUX OTIOKeHUH ¢ BodpacToM [29]. [TonydeHHble faHHbIE
MOTBEPKIAIOT IIPENCTABIEHNE O «BO3PACTHOM» MU JIETeHe-
PaTUBHO-aCCOIMMUPOBAHHOM JIOKaIbHOM aMHIOU/IOTEHE3e B
TKaHsX, 60TaThIX KO/UTATEHOM U [TPOTEOIMKAHAMM.

BMecTe ¢ TeM, MHTEPITPETAINSA «JIOKATbHO U KTHHUYECKH
HEe3HAaYUMO» CerofHs TpebyeT aKKypaTHOCTH, 0COOEHHO B
OTHOIIEHUH TIePUAPTUKY/IAPHBIX TKaHeil. COBpeMeHHbIe
WCCIIeIOBAHUS [TOKA3a/H, YTO aMWIOUI B OIEPAIHOHHOT
6UOIICHY TTPU CTEHO3€e MIO3BOHOYHOTO KaHaia, KOKCApTPO3e,
CHHJPOMeE KapIlaJbHOrO KaHala W Ip. Yallle IPeCTaB/IeH
TPAHCTUPETHHOM U MOXKET CIY)KUTh PAHHUM IIPH3HAKOM
cuctemuoro AT TR-amumounnosa/ATTR-kapauomuonaTiu Ha
TOKIMHUYECKOI cTafiuu ero Mauudecraruu [20; 21].

CucreMHbIit AA-aMHIOM03 BCETIA COMTPOBOYKIAET IJTH-
TeJIbHO TEKYLIMIT XpoHudecKuii mpouecc (PA, ocreomuenur,
JIeTIpa, TyOepKy/Ies U T.I1.) ¥ CBSI3aH C yCTOMYNBBIM ITOBBIIIIE-
HIeM ITPOYKIMH CBIBOPOTOYHOTO ammtonsa A. [lnntenpHas
9KCIIO3HULMS Oe/lKa-TpeniecTBeHHIKA U 00pasyolinecs
¢dbparmentsr SAA popmupyior B TKausx (mpencepaue, JKKT,
HepUapTUKYISPHble TKAHH) aMUIOUTHBIE OTIOKEHUSI U
Ie30praHU3yIOT CTPYKTYPY BHEK/IIETOYHOTO MaTpuKca [17].
HMeeT 3HAYEHHE TO, YTO JIOKAIbHbIE AMWIOUIHbBIE OTIOKEHUS
BBISIB/IAIIOT B GHOIITATaX, IOy IeHHBIX B PE3y/IbTaTe OIePaIIHit
I10 ITOBOJY 3a00/IeBaHUIT OTIOPHO-IBUIATEIBHOTO AllIapaTa,
3a[0/IT0 10 KJIMHUYIECKOTO MPOSIBJIEHUsT KaPIHUOMHUOIIATUH
win 9HTepornaruu (Maapabcopbiuu). Bmecre ¢ TeM, coriacHo
CHCTEMaTHIEeCKOMY 0030py AA-aMHIONI03a IIPU BOCIIa/IN-
TebHOM apTpute (2025), B paboTax, OnyOJIHKOBAaHHBIX IO
2010 1., pacumpocTpaHéHHOCTh AA-aMUIOU03a IIPU apTPUTE
BapbuUpyeT B npenenax 16,7-25,2%, Torga Kak B UCCIEN0Ba-
HuAX nocie 2010 1. coobutaercsa o ero cHykeHuu 10 0,7%;
IIPY AHKWIO3HPYIOIIeM CIIOHauuTe € 6,1-8,5% (1o 2010 1.)
10 1,1-1,3% (mocre 2010 r.). DU HA6GTIONEHUS HHTEPIIPETHU-
PYIOT KaK OTEHIIHaAbHOE OTpakeHue 6oree 9pHeKTHBHOTO
TepaneBTUYeCKOr0 KOHTPOJISI BOCIIATUTETHON AKTUBHOCTH
Ha pOHe COBpEMEHHBIX UMMYHOMOY/IHPYIOLINX CTPaTeruit
(B T.4. 6HOIOTUYECKUX ITPETIAPATOB), OTHAKO COITOCTAB/ICHIE

OLICHOK TpebyeT OCTOPO>KHOCTH BBUAY BBIPAXKEHHOI Bapu-
abe/IbHOCTH, 0OYC/TOB/ICHHON PasIHuUsIMH 06CIeNyeMbIX
TPYIII ¥ JU3aiiHa MUCCIefOoBaHUs (KIMHUYECKHEe KOTOPTHI,
CKPWHUHT, BIOOP TUATHOCTHYECKUX KPUTEPUEB U METOOB
Bepudukauu (066éM MOPGHOTOTUIECKOTO TTOATBEPIKIE-
HUS M TUIIUPOBAHUS, 4 TAK)KE [UTUTEBHOCTD HAOMIONEHUS 1
CTPYKTypa Tepanuu u gp.) [30; 31].

OTnmenbHOE HAITPaB/IeHHE ITHOIATOTeHE THIECKHUX UCCTTe-
TOBAaHUI CBSI3aHO C U3ydYeHHeM GaKTepHaJIbHOTO aMHIONA
(curli) kak moTeHIIMANBHOTO (PaKTOPa, CIOCOOHOTO MO~
Iep>KUBATh U MOTUHUIIUPOBATH TeUeHHE BOCIIATUTETHHOTO
npouecca. Curli-bubpuuist Hanbosee TOIPOOHO U3YUEHBI y
npencraBuresneit Enterobacterales (Escherichia coli u Salmon-
ella enterica). Ouu npencTaBIAOT c060it GYHKIMOHAIbHbIE
6aKTepHabHbIe aMIIOUIHBIE BOIOKHA, GOPMUPYIOIIIHE
6e/TKOBBIIT KOMIIOHEHT BHEKJIETOYHOTO MAaTPUKCa OUOTUTE-
HOK [32]. OcHOBHasi UX POJIb 3aK/TI0OYAETCS B 0GecrieueHnn
ajaresuu 6aKTepUaIbHBIX KJIETOK K OMOTUYIECKUM U aOUOTH-
YeCKUM MTOBEPXHOCTSAM M MEXKIeTOYHOM KOArperaiuu, ITo
CIIOCOOCTBYET MEPBUYHOMN KOJOHU3ALUU U MOCIEAYIOIIei
cTabuinsanuy 6MOIIEHOYHOM CTPYKTYPBL. 3a CuéT popmu-
POBaHMsI KaPKACHOI CeTH, curli TOBBIIIAIOT MEXaHUIECKYIO
IPOYHOCTD M YCTONYUBOCTH K HEOIATOIPUATHBIM BO3IEI-
CTBUSIM BHellHeil cpenpl [27]. KanHnYeckyoo 3HaYMMOCTD
HMeeT TO, 4To curli BricTymaioT GaKTOPOM UMMYHOMORY-
JISILTUM — PACIIO3HAIOTCS MEXaHHM3MOM BPOXXIEHHOTO UMMY-
HuTeTa C BoptedeHreM TLR2 (Tomwi-momo6HOTrO pererntopa
2-ro tumna) u uadmammacombl NLRP3, uto conpoBokmaercs
MIPOBOCITAIUTEIHLHOM akTUBanued [23; 32].

Curli sABAAIOTCS IYCKOBBIM MeXaHU3SMOM (GuOpHIIO-
reHesa ¥ OT/IOKEHUS] aMWIOHIA B TKAHSIX, MOOGUPHUIUPYIOT
BHEKJICTOYHBIIT MaTPHUKC, YCHIMBAIOT BBIPAXKEHHOCTH ayTO-
HMMYHHBIX PeaKIHil U CIIOCOGCTBYIOT MOIAEPXKAHUIO XPO-
HUYECKOTO BOCITAIUTEFHOTO OTBeTA. B 9KCIIeprMeHTa b HBIX
Mogessx in vivo, Miller A.L. u coaBr. (2020) moaTBepIvIu ux
POJIb B BOSHUKHOBEHHH U MTOMIIEPKaHUH STHUX IPOLIECCOB TPU
apTpuTe KOJIIEHHOTOo cycTaBa [32; 33].

KOHI.I,EI'ITvaIIbHaﬂ Moaenb amunona-accouuupoBaHHbIX
COCTOSIHUN Npu 3HTEe3onaTuax

PaccmaTpuBast 9HTE3UC KaK eIUHBII GHOMeXaHUIeCKUIT
y3€/1 aHaTOMUYeCKH U QYHKIIMOHAIPHO B3aUMOCBSI3aHHbIX
TKaHeil (cyxoxunue/cBsiska, GUOPO3HBII XPAIL, CyOXOH-
IpajbHast KOCTb, Oy pca, KUPOBast OAYILIKA, IPHIe)KAIIas CH-
HOBHaJIbHast 000I0UKA U JIP.), 9HTE30IIATHSI IPEICTABISETCS
KaK ITaTOJIOTMYECKHII IIPOIeCC, Pa3BUBAIOIIMIICS TPEUMYIIie-
CTBEHHO B KOJUTATEHOBO-ITPOTEOITTMKAHOBOM KapKace BHEKJTe-
TOYHOTO MaTPHUKCa IEPUIHTE3ATIBHBIX CTPYKTYP [34].

[TatoMopdomornyeckue UCCIENOBAHUS TEMOHCTPHU-
PYIOT, IYTO aMIJIOHAHBIE OTIOXKEHUSI MOTYT BBISABIIATHCSA B
dubposHo-xpsiIIeBbIX 00pa30BaHUAX CycTaBa (Kamcyra,
XPSILL, MEHHUCKH U T.11.) [27; 35]. JIOIIyCTHMO IIPEAIIONOKHUTD,
YTO MONOOHBIE OTIOKEHUS MOTYT (POPMHUPOBATHCS B HTe-
3UC-aCCOIIMMPOBAHHBIX 30HaX [25-29]. B aToM KOHTeKCcTe
aMWIOMIHbIE TPEIUIINTATDI, B3AUMOJEHCTBYS C KOMIIOHEH-
TaM¥ BHEK/IETOYHOTO MATPHUKCA U JIOKATbHBIMU KJIETOYHBIMHU
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HOMY/ISIIUAMU, MOTYT PaCCMaTPHUBAThCS KaK (pakTop, MOTeH-
[IMa/IbHO U3SMEHAIOLIUI 6OMeXaHUYeCK1e CBOMCTBA TKAaHU
U XapaKTep peMOJIeIMPOBAHNA BHEKJICTOYHOTO MaTPUKCa B
00/1aCTH SHTE3MCA.

IIpu aToM ciemyer MOTYEPKHYTD, YTO IPSIMBIX K/IH-
HUKO-MOP(OIOTUIeCKUX UCCTENOBAHUI, CIIEIUATBHO Olle-
HUBAIOLINX AMWJIOHUI MMEHHO B 9HTE3HCE, HEMOCTATOYHO;
C/IeloBaTe/IbHO, Ha TEKYIeM 3Talle UCCIeflOBaHUA KOP-
peKTHee TPaKTOBATh AMHWIOU/IHbIE CKOIUIEHUS KaK (pakTop
IMOTEHIMATbHO BIUSIOIINI Ha JTOKaJbHbIE CBOMCTBA MEXK-
KJIETOYHOTO MAaTPHKCa ¥ MU3MEHSIOINI 6MOMeXaHUIeCKIe
CBOMCTBA TKAaHMU.

YuuThIBas pe3y/nbTaThl HCCIENOBAHUI O MUKPOIIPEIH-
UTAaTaX aMWIOHAa B GUOPO3HO-XPSIIEBbIX CTPYKTYpax,
[IPU OTPAHUYEHHOCTH MPSIMBIX KTHHUKO-MOP(OTOTUIECKUX
IOAHHBIX B OTHOLLIEHMH SHTE3UCAa, KOHIENTyaIbHasI MOJe/Ib
HACTOSILETO UCCIENOBAHMS MIPEATIONIaraeT, YTO aMIIOUTHAS
MHQUIBTPALYS 9HTE3UCa U3MEHsIeT ero JOKaabHble OUO-
MeXaHHYeCKHe CBOYCTBA, TEM CaMbIM, BIUSET Ha XapaKTep
peMofieTMPOBaHUsI TKaHeH U CIIOCOOCTBYeT MePCUCTHPOBA-
HUIO JIOKa/IbBHOTO XPOHUYECKOTO BOCITaJICHHUSI.

B paMKax KOHIENTyaJbHON MOJIEIN IIPeNIo/araeTcs,
YTO WHTETPAllUsl aMIIOMIHBIX CKOIUICHUII BO BHEKJIETOY-
HBIIT MaTPUKC (GUOPO3HO-XPSIIIEBbIX 30H MPUBOAUT K B3a-
HMMOJIEHUCTBHIO C KOJUIAT€HOM, IO CYTH «IIeMEHTHPYS» ero, U
HM3MEHEHMIO OMOMEXaHUYECKUX CBOMCTB TKaHM (IIOBBIIIA-
eTCsl KECTKOCTD, CHIDKAETCS BSABKOYIIPYTOCTD, HapYIIIaeTcs
BEKTOP (PU3UOTOTHYECKON HATPY3KH). ACCOLUHUPOBAHHBII
C KOJUTaT€HOM aMUJIOU] U CBIBOPOTOYHBIN P-KOMIOHEHT
(bOPMUPYIOT YCTOMIMBBII K ITPOTEO/IN3Y KOMIUIEKC, TOBBILIIAs
CTabMIBHOCTD OT/IOXKEHMII in Vivo, pe3KO 3aTPyIHsIst KIMPEHC
6€/IKOBBIX arperaToB U MIPOIYKTOB TKAHEBOTO TOBPEXXICHHUS
KJIETKAMU MOHOHYK/IeapHO-(aroiuTapHoil CUCTeMBI. B pe-
3yJIbTaTe, CO3/IAI0TCsI AaHOMAJIbHbIE YYAaCTKH KOHLIEHTPAIIUU
MeXaHUYEeCKOTO HAIpPsDKeHUs, IPU KOTOPBIX BO3MEHCTBUE
CWI, TPOTUBOIIONIOKHBIX (DU3NOTOTUIECKOI OPUEHTAIMH
KOJUIaI€HOBBIX ITYYKOB, BBIIIOTHSIOIINX 9HEPTOpaccenBalo-
HIyI0 PYHKUMIO, IPUBOAUT K ITOBPEeXIEeHHUIO 9HTe3nca. Co-
BOKYIIHOCTb 3THX IIPOIIECCOB CITOCOBCTBYET MOANCP>KAHHIO
BOCITAJIUTETHbHO-PEIapPaTUBHBIX IIPOrPaMM MaTPUKCHOTO
peMopieTMpoBaHus (IOPOYHBII KPYT «HATPysKa -> MOBPEX-
IeHue >BOCIaTeHNe > PeMOJIe/TMPOBAHUEY ).

[TpaxkTHyecKyio 3HaYUMMOCTb UMeET He IIPOCTO BBISABIIE-
HHe aMWIOHUA B MIEPUAPTUKY/IAPHBIX CTPYKTypax (Hampu-
Mep, B OIlEPAIIIOHHBIX GHOIITAaTaX 110 TOBOAY KapIlaJbHOTO
CUHJIPOMa, CT€HO3a II03BOHOYHOTO KaHaja, KOKCapTpo3a U
T.I.), HO U IIPOBefieHNe 005I3aTe/IbHOTO ero CyOTUIINpOBa-
HMA. B MOJOOHBIX TOKaAU3alMAX Yallle BCETO BBIAB/IAIOT
ATTR-amunons, KOTOPBIN pacCMaTpUBAIOT KaK paHHUN
BHEKapIUaTbHBIN NPU3HAK, 3a[J0JITO IIPEAIIeCTBYIOI NI
KIMHUYEeCKOI MaHudecTauu Kapauomuomnatuu [20; 21].

06cyxpeHue

Pasurrie OpraHbl — OOUH ME€XaHU3M: IHMme30namuu u
«Hécmxroe cepore» — He CHONb Pa3Hble «CYUHOCHU», KAK HpU-
HAMO cHumaris. 9M6pI/IOHOFI/I‘{ECKI/I cepaue u 60J'IbH_II/IHCTBO

9/IEMEHTOB CYXOXKWIBHO-CBSI30YHOTO ammnapara (BKIOdast
9HTESHCHI) OTHOCATCS K IIPOM3BOLHBIM ME30EPMbL: MHOKAPL
M OCHOBHasi Macca CepoevHbIX CTPYKTYp popMHUPYIOTCS U3
CIUTAHXHUYECKOF Me30IepMbI JIaTepa/IbHOM ITACTUHKY, TOTa
KaK OTZie/IbHbIe KOMIIOHEHTHI BBIXOTHOTO TPAKTa U IIPOLECChI
CeNTaly PasBUBAIOTCS IIPH YIACTHH KJIETOK HEPBHOTO Iped-
HS1; 9HTE3UCBI KOHEIHOCTEN IIPOUCXOISAT IPEUMYILECTBEHHO
13 MEe3eHXUMbI JIaTePaIbHON IIACTUHKH (COMAaTHYeCKOTO
JINCTKA), 9HTE3UCHI TYIOBHIIA/0CEBOTO CKe/leTa — U3 IPOH3-
BOIHBIX ITapaKCHAIbHON Me30/iepMbI (COMHUTOB), @ B KPaHH-
odannanbHO 00/IaCTH IS YaCTH CYXOXKHIBHO-CBA30UHBIX
CTPYKTYP BOSMOXKEH BKJIaj KJI€TOK HEPBHOTO rpebGHs. ITO
COIIACYETCS C TIPEATIOIOKEHHEM O YaCTHYHO IePeKPhIBAO-
IIIMXCS Me3eHXMMa/IbHBIX IIPOrpaMMaX MaTPUKCHOTO OTBETa
IIPU PasIHINK KOHKPETHBIX HCTOYHUKOB M TKAHEBBIX HHIII
pasButus [36; 37].

DeHOTHIT ©KECTKOTO CepAlia» B JIUTepaType paccMa-
TPUBAeTCsI KaK KIMHUKO-I1aTO(U3IHOMIOTUIECKUI HCXO
Pas3IMYHBIX COCTOSIHUIL, B Pe3y/IbTaTe HAKOIUIEHHsI KOJTareHa
u/uni HHQUIBTPALUH aMIIOMIHBIMU IPEHUIIUTATAMH,
YTO MPUBOAUT K PEeMOIETHPOBAHUIO HHTEPCTHIIHATLHOTO
BHEK/IETOYHOTO MaTPUKCA. DTH ITPOLIECChI, CBSI3aHHBIE C HAPY-
IIIeHIEeM MeXaHOYYBCTBUTEIbHOM 1/ WIH ay TOUMMYHHO-BOC-
HAJIUTEIBHOMN PEryIslni, CI0COOCTBYIOT GOPMUPOBAHUIO
¢ubpo3a, MOBBIIIEHHUIO PUTHIHOCTH MUOKAPAA ¥ Pa3BUTHIO
aracTonnueckoit qucyHKiuu [13; 38-45].

OcHOBaHHeM [UIs COTIOCTABJIEHUsI MaTPHUKCHBIX Me-
XaHM3MOB IIPU SHTE3HUC-aCCOLMUPOBAHHBIX COCTOSHUAX U
KapIOHUaJIbHOM KECTKOCTH» SIB/IETCS YaCTHYHAS OOLIHOCTD
3a/1efICTBOBAaHHBIX KJIETOYHBIX ITY/I0B, IpeX e Bcero pubpo-
6/TaCTUYEeCKOTO psifia: B MUOKap/e KapauanbHble hubpobia-
cTb1/MHOGMUOPOOIACTBI PACCMATPUBAIOTCS KaK KIIIOYEBbIE
a¢pdexTopHBIE KIETKH HHTEPCTUIMATBHOTO PEMOLIEIHPO-
BaHus 1 Gpubpo3a, TOrma Kak B IHTE3UC-aCCOLUUPOBAHHBIX
TKaHAX GUO6po6IaCTHIECKIE TOMYIALUH ONIPENe/ISIIOT IO -
Iep>KaHue U ITepeCTPONKY KOJUTATeHOBO-IIPOTEOI/TUKAHOBOTO
BHEKJIETOYHOTO MaTPHUKCA B YCIOBUSX Harpysku [40-47].

Kapnuanpubrnit AL-amwionnos, AT TR-kapnuoMmuonarus
Y MHTEPCTULIHATIbHbIE KO/UIATeH-aCCOIMHPOBAaHHbIe BAPHAH-
TBI PEMOZIE/TMPOBAHUS MHOKapaa (B T.4. HMMOOGHIHSHPYIO-
LU HHTEPCTUIMAIBHBIN (HrOpo3 cepatia) GeHOTHITUIECKH
KOHBEPTHUPYIOT K 00II[eMy MeXaHIMIeCKOMY HCXOIY — IIOBBI-
IIIEHHIO XECTKOCTH MUOKAap/a U Pa3BUTHIO TUACTONTUIECKOI
nuchyskiun [35; 48]. HecmoTps Ha pasindue IepBUIHOTO
IeTIOHUpYyeMOro cybcTpaTa (aMmwionnHbsle GUOPHIUIBI IPH
AL/ATTR v mpeuMyIIeCTBEHHO KO/UIareHOBbIe (pUOPHIIIBL
pu ¢ubpo3e), 0OIINIT TATOTEHETHIECKHIT TPUHITUIT MOXKET
OBITH OIMCAH KaK «IIePerpysKa BHEKIETOUHOTO MaTPHKCa»
C HapyIlIeHHeM ero OMOXUMHYECKUX CBOMICTB, H3MEHEHUEM
KJIETOYHON MEXaHOTPAHCAYKIMK U BTOPUYHBIMU MHKPO-
HUPKYIATOpHBIMU 3(pbexTamu [40-45; 48-50].

IIpu AL-xapaMOMMONIaTUM AMHUJIOUAHBIE OTIOKEHUSA
B3aHMOJENCTBYIOT ¢ KojutareHoM VI Tuma, popMupyoT Bo-
KPYT HEro CIHMPaJeBUIHYIO0 «OGBUBAOLIYIO» CYIEPCTPYK-
TYPY, HOTEHI[MaIbHO CTAOWIHUSUPYs U CHIDKASA ee KJIMPEHC,
YTO MEXaHMYECKH IOAAEPKUBaeT PEHOTHUII «KECTKOTO
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cepnua» [51]. Ananornuyno u npu ATTR-kapauomuomnaTiu

dbopmMupyroTCcs KOHrOUIbHbIE AMUIOUIHBIE TPELUIIUTATHL,

MOPGOIOTNYeCKH CBSI3aHHBIE C IyYKaMH KOJUTATeHOBBIX BO-

JIOKOH, I€30pTaHU3YIOIIHe MATPUKC; yIacTHe KOMIIOHEHTOB

BHEK/IETOYHOTO MAaTPHKCa pacCMaTPHUBAETCS KaK ORMH M3

(akTOpoB CTAOMIN3ALUN TPAHCTUPETUHOBBIX OTIOXKEHUIT

[50; 52].

[Ipy UMMOOGHIH3HPYIOIIEM HHTEPCTHIHATBHOM (PH-
6pose u3bpIToUHAsA MpoxyKuus KowtareHa I/111 Tumos mpu-
BOZHUT K [TePEIIOIHEHNIO HHTEPCTUIIHAIBHOTO IIPOCTPAHCTBA
M POCTY >KECTKOCTH MUOKAP/a, @ Ha IIO3HUX CTAAUAX MOXKET
COIIPOBOXKAATHCST BHECOCYAUCTHIM CIABICHHEM MUKPOIUP-
Ky/IATOPHOrO pycia [40-45].

ITr Hab/IIOMEH s [TO3BOISIIOT BBIABHUHY T IIPOBEPSEMYIO
TUIIOTE3y O CYLIECTBOBAHUHU MaTPHUKC-aCCOIMHPOBAHHBIX
CTaOWIN3HPYIOLINX KOMIUIEKCOB, BK/IIOUAIOIINX KOJUIATeH,
aMWIOHT ¥ Ipyrrie KOMIIOHEHTHI BHEK/IETOYHOTO MAaTPUKCA,
CITOCOGHBIX K HYK/IeAIMH/ TIOTMMEPU3AI[UH U Pe3UCTEHTHBIX
K (pusuonornveckoir smuMuHanKHU. MIX cocTaB U CTPYKTyp-
Hasi OpTaHM3allUs MOTYT OBITh TUIIMPOBAHBI METOLAMHU
TKaHEBOI IIPOTEOMHUKHU (Ha OCHOBE MacC-CIIEKTPOMETPHH,
KX-MC/MC), a unentuduKanus KIo4eBbIX KOMIIOHEHTOB
IIO3BOJIUT YTOUYHUTD UX POJIb B maToreHese [51;53].

BMmecTe ¢ TeM crienyeT OTMETHUTB, UTO, B3AUMOJEHCTBHE
KOJUTareHa, aMIION/IA ¥ KJIETOYHBIX 3/IEMEHTOB HHAYIIUPYET
Psio MEXaHU3MOB YCHIMBAIOIIHX U IIOAIEP)KUBAOIIUX [TATO-
JIOTMYECKHUH IIPOLIeCC:

- IpsIMOe MaTPHKCHOE B3aUMOJEICTBHE, IPU KOTOPOM KOJI-
nareH (B vacTHOCTH, KoywtareH VI) popmupyer «o60104-
Ky» BOKPYT aMIWIOMAHBIX GHOPIIT U 06pasyeT ¢ HUMU
HaIMOJIEKy/IspHbIe (CIIHpaaeBUIHbIE) CYIIEPCTPYKTYPBI,
HOTEHI[UAIBHO CIIOCOOCTBYET CTAOUIN3AI[UH BOTOKOH U
IepeCcTPOIIKe apXUTEKTYPbl BHEKIETOYHOTO MaTpUKCa
[51];

- uHAYKUuA GUOPOreHHOTO OTBETa, KOIMa aMIIOHIHBIE
bubpwwuIsl n3MeHAT GeHoTun u Py Gudépo-
671aCTOB, HapYyIIIaeT PeMOLEIHPOBaHUE BHEKICTOIHOTO
MaTpHKCa: yCHUIMBACTCSl CHHTE3 KOJUIareHa, CMeIaeTcsl
6asaHCc MaTPUYHBIX META/UIOIIPOTEHHA3 U MX TKaHEBBIX
uaru6uropos (MMP/TIMP), cHukaeTcst merpamanus
KOJUIareHa. B pesy/nbraTe HaKOIUIEHHS KOJUTareHa, PACTET
YKECTKOCTDh MHOKapaa U GOPMHUPYETCsl TOPOIHBII KPYyT
peMOneIMPOBAHMUA U AUACTONMUYECKON OUCHYHKIIUH
[54];

- O6uomexaHnveckuit 9dexT B 0TBeT HA MOBBIIIIEHUE
JKECTKOCTH BHEKJIETOYHOTO MAaTPHUKCA: HHPMIbTpaLHs
KOJUTaTeH-IIPOTEOI/IMKAHOBOTO KapKaca aMIJIOUAOM u/
WIN KOJUIAT€HOM YCWIMBAeT MeXaHOTPAHCHYKI[MOHHBIE
curHanel Gpubpo6IaCTOB, CTUMYIHPYIOS TuddepeHIn-
poBKy MHOpHO6pPO6IaCTOB U KO/UTareHOOO6pasoBaHue
[55].

MaTtpuKc-OpHeHTHPOBAaHHBI MPUHIUI TPUMEHUM
K 9HTE3UC-aCCOUMUPOBAHHBIM COCTOSHUAM, IIOCKOIBKY
9HTE3UC ¥ MPWIeKAIHe CTPYKTYPHI SAB/IAIOTCSI TKAHAMHU C
BBIPOKEHHBIM KO/UIAT€HOBO-IIPOTEOITHKAHOBBIM KapKacoM,
YyBCTBUTEIBHBIM K MEXaHHYECKOT HAarpy3Ke U PeMOIeTHpPO-

BaHMIO. B COBOKYIIHOCTH 3TH HAOMIONEHHS IONEP>KUBAIOT
paccMOTpeHre MAaTPUKCHOTO PeMOJeTMPOBAHMS U COIIPO-
BOXK/IAIOIIIEI €T0 BOCIIA/INTEbHO-PENapaTUBHON aKTHBAITUH
KaK IMOTEHIHAJbHO OOIIUX MEXaHU3MOB, BIUAIOIINX Ha
dbopmMupoBaHe U IePCUCTHPOBaHIe TKAHEBOI PUTHIHOCTH
B Pa3HBIX AaHATOMMYECKUX JIOKATU3AIIHAX.

BblBUﬂbl U npeanoxeHuns

HecMmoTpst Ha HO30/I0THYECKIE PA3THYUS TAKUX CO-
CTOSHMI, KaK aMWIOUZ03, KO/UTAaT€HO- U DHTE30IIaTHUs, UX
obbenuHseT ps O6IIUX TATODU3NOIOTHIECKUX TTPU3HA-
KOB — IHCIIPOTEHHO3, AUCKOJUIATEHO3 U HapYILIeHHe PeMOofie-
JTUPOBAHMSI BHEKJIETOYHOTO MaTPUKCa. VX 3THOTOTHYeCKUsI
BepudUKAIUA UMeeT MPUHITUIINATbHOE 3HAYeHNe [T BbI-
60pa TAKTUKY JIEI€HUS TTAl[HEeHTA.

WHTepcTUIManbHAasT KO/UIATEHOMATUS He MCKITIOYaeT
aMWIOMIHYI0 MHQWIBTPALUIO U HA00OPOT; B psifie CIyda-
€B 9TH IIPOIIECCHI MOTYT B3aMMHO OTSTOLIATh APYT APYTa,
IpeACTaBisiss OG0 pesynbTaT peajusaluu psga oOLIux
[IaTOJIOTUYECKUX MEXaHU3MOB.

Ha ceromHsiiHuii ieHb, KTMHUYECKH TPUHIIUTHATbHBI
IBa IMarHOCTUYIECKUX ITana: MOpgoornieckas Bepuduka-
U AMWIOMIHBIX PENUIUTATOB (OKpacka KOHro-KpacHbIM,
dbyopeciieHTHBIE METOABI — THO(IABHH U AP.) U TUIIUPOBA-
HIle aMWION/IA, TOCKOJIBKY OT 6ElKOBOTO COCTaBa 3aBUCAT
BEPOSITHOCTb CHCTEMHOTO MpPOIlecca, CIEKTP OPraHHOTO
MOpaXKeHUsI U BBIOOP TepareBTHYeCKON TakTUKU. COBpe-
MEHHBIM M TOYHBIM METOIOM TUITUPOBAHUS SIBJISIETCS TIPO-
TeOMHUKa, HCITO/Ib3YIOIast SKUAKOCTHYIO XpoMaTorpaduio ¢
IIOC/IeIOBATE/IbHOM JBYXCTYIIEHYATO! MaCC-CIIeKTPOMETpHe
(PKX-MC/MC), koTopasi MO3BOJISET OTIPENETUTh B OUOIICHIT-
HOM Marepuase 6eToK-IIpeIecTBEHHUK [56; 57].

AHanus pesy/IbTaToOB OePallMOHHOI GHOIICHH TTepuap-
THUKY/ISPHON TKaHU, MOPQOTOTHIECKOTO CyOTUITHPOBAHUS
AMUIOU/Ia ¥ KAPAUOJTOTUIECKOTO CKPUHUHTA TTO3BOJUT
chopMHUpOBaTh MEKAUCIUIUIMHAPHYIO CTPATETUIO PaHHE
IMAarHOCTUKY KapPIUOMHOIATHH.

[IpakTHYecKie peKOMeHIAIUHU:

- obHapy>keHHe aMHIOHIA B ITOC/IEOIePAIIMOHHON OHOTI-
CHU IepHAPTUKY/ISIPHBIX TKaHe CIeAyeT PaccMaTpUBaTh
KaK «HaCTOPa)KMBAIOIIUI MPU3HAK»; CBOEBpEeMEHHAas
BepudUKaI¥s 1 CYOTHIIMPOBAHKHE AMIJION/IA TIOBBIIIIAET
BepOsITHOCTDb paHHell guarHoctuku ATTR- u AL-Bapu-
aHTOB [0 KJIMHHYECKOI MaHU(EeCTalUU KapaIUaibHOTO
mopakenus [58].

- MpPHU IIUTETbHO-BBIPAXKEHHOM, CUCTEMHOM BOCITAU-
TeIbHOM 3a60/eBaHuu (PeBMAaTOUIHBIN apTPUT, CIIOH-
IWIOAPTPUTHI, OCTEOMUEIIUT, JIENPa U T.I1.) COXPAHSETCS
BBICOKHIT PUCK AA-aMMION03a, 3TO TpebyeT KOHTPOIIs
aKTUBHOCTH OCHOBHOTO 3a60/IeBaHUS, TUHAMUYIECKON
OLIEHKU TOPaXKeHHUsI OPTAaHOB-MUIIIEHEN U ITOKa3aTesteit
XPOHUYECKOTO BOCIIAIIEHHsSI C aMUIOUIOTEHHBIM TTOTEH-
uaaoM (Bkaodas SAA, mporeunypuio u ap.) [17; 30];

- oOmepanHOHHbIe GHMONTATHI BBHICTYHNAIT 3HAYMMBIM
TUATHOCTUYECKUM MATEPUAIOM, a MOP(OIOTHIECKOE
CyOTHIIHPOBaHNE aMHIOH A — K/TFOUYeBBIM 3BEHOM MEX-
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IUCIUTUTMHAPHOM CTPATErMy PAHHEro PaclO3HaBaHUS
cepmevHoro ammionnosa [20; 21; 56; 58].

- wucnonb3oBanue JKX-MC/MC siBsieTcss BaXKHBIM IIarOM
st pudepeHITuanbHOM TUATHOCTUKH BO3PACT-aCCo-
[UUPOBAHHOTO JIOKaJIbHOTO U CHCTEMHOTO BapUAHTOB
aMwiIonmgosa [56; 59].

3akntoyenue

06’BHCH6HI/IC ITATOJIOTUYECKOTI O (beHOMEHa B ME€OUIINHE
BO3MOJKHO Ha pa3HbIX ypOBHHX — OT KIIMHUYECKOTO (beHOTI/I—
[1a ¥ OPTaHHOM IUCHYHKIINK IO TKAaHEBO MUKPOAPXUTEK-
TOHUKMU, 6I/IOMCX8.HI/IKI/I BHEKJIETOYHOT'O MaTpHKCa U MOJ'ICKY—
JISIpHBIX BSaHMOHeﬂCTBHﬂ, BK/IIO4as HpOTEOMHbeI COCTaB U
cynpaMoneKmepHon OpraHu3alnuio 6€}IKOBI>IX arperaTtos. B
paMKax CyIIEeCTBYIOIIUX IIPENCTaBACHUM, Ha CETOIHAIIHUI
OJ€Hb, MbI BO MHOTOM OCTaeMCs Ha ypOBHe TKaHEeBOM MUKPO-
APXUTEKTOHUKU U ManI/IKCHOfI 6I/IOMexaHI/IKI/I.

Hepexon K MOJ'ICI(YJ'IHPHOMY ypOBHIO — CUCTeMaTHu4de-
CKHI1 aHa/Iu3 MOJ'IeKy}'IHpHLIX B3aHMO,£[eI7ICTBI/II7[, ITPpOTEOMHOTO
COCTaBa OCIIO3UTOB U UX CYHpaMOJ'IeKYJ'IFIpHOFI apaneKTypm,
a TaKXXe I/IJleHTI/I(bI/IKaL[I/IH KJ/IFOYE€BbIX MexaHO‘IYBCTBI/ITeJ'Ib—
HBIX PEHEINITOPHBIX U CUTHA/IbHBIX KOHTypOB, BOBJ/IEUEHHBIX
B FI/IHCpl‘[pO]lYKHI/IIO KOJI1areHa, IoTeHIMa/JIbHO ITO3BOJJIUT
BbIABUTDb paHeEe HeI[OOLleHéHHbIe MEXaHHU3MBbI ITIaTOTCHE3a.
[IpuHIUNINA/IBHO Ba)XKHO, YTO TAKO¥ IIOIXON (bopMI/IpyeT
OCHOBy /11 HOBOI'O TEPAIIEBTUYECKOI'O HallpaB/JI€HUA: aipeC-
HOT'O BMeEIIIaTe/IbCTBA B CYHpaMOIIeKYJ'I}IpHYIO OpraHu3anuio
ITATOJIOTUYECKUX 6e}IKOBI;-IX OEIIO3UTOB U UX B3aI/IMOILeI7ICTBI/IH
C KOMIIOHEHTaMU BHEKJIETOYHOT'O MaTpUKCa (BKJ'IIO‘IaFI 66)’[—
KI/I—CTa6I/I}II/ISaT0pbl U «AKOpHbIE» KOMHOHeHTbI), C LI€/IbIO
ynpaBHHeMOI‘O pa306LLleHI/IH KOMIUIEKCOB, YCI/I)'[eHI/IFI nerpa-
HJalv U KJINPEHCA, a TaKXKe TapI‘eTI/IpOBaHHOI/"I MOILY]IHL[I/II/I
peryasTopoB Ko/utareHoo6pasoBaHus B ¢pubpobracrax
in vivo.
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