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AMrIoMA03 — NaTONOrMYECKNn MPOLLECC, BbI3BaHHbIV Pa3NNYHbIMN CPeLOBbIMU 1 HACIEACTBEHHBIMM STUONOrMYECKMMI haKTopamy,
pa3BMBAIOLLMIACA MO COBCTBEHHBIM 3aKOHAM BHE 3aBUCUMOCTU OT MEPBUYHbIX MPUYMH, €r0 BbI3BABLLMX. [10 3TON NpUUYMHe cMcTema-
T3aLUuA cBefleHN 06 3NVAEMUONOTMN aMUIONAHON 60Ne3HN ABNAETCA TPYAHON 3afaueli Mo NPUYrHe Pas3finynii NCNosb3yemblx
METOANK CTaTUCTUYECKOTO aHann3a, OTCYTCTBUA eANHON, NPUHATON BO BCEM MUpeE Knaccudprkauum 3To naTonornm, pasnnuummn
yueTa 3TOI NaToNornv KNMHULMCTaMK 1 MATONIOroaHaTOMUYECKo ciy»K60i. HecmoTpsa Ha Hanuume Knaccuoukaumy aMuionzo-
30B BO3, 0CHOBaHHOW Ha NaToreHeTMYeCKOM NPUHLMNeE, CTaTUCTUYECKUI YUYeT CllydYaeB aMUIoMA03a NPOBOANTCA MO OTAESbHbIM
Ho3onornyeckum ¢opmam. NoatTomy YacTb criyyaeB aMuIonAo3a NPOXOAUT MUMO CTaTUCTUYECKOrO yyeTa. B uenom 1o co3paet
HenpasWbHOE BneyaTneHre, YTO aMMNOoNA03 BCTPEYAEeTCA 3HAUNTENbHO perke, YeM 3TO eCTb Ha CaMOM fiene.

Llenb nccnefoBaHna — aHanm3 JOCTYMHbIX AAHHBIX TUTEPaTypPbl MO INUAEMUONIOTU aMUITONZ03a AN NPUGIM3NTENBHON OLEHKM
peanbHON KapTUHbI PacNPOCTPaHEHHOCTM 3TOrO BAa NaToNornun.

PesynbraTtbl. [TpoBefieH aHanM3 AaHHbIX NUTEPATypbl MO 3NMAEMUONOTUM aMUIonao3a, 6onesHn Anbureiimepa, AL- un
AA-amunonpo3sos, LECT2 amnnonposa, HaceACTBEHHbIX aMUI0MA030B, papMaKonornyeckoro ammaonaosa u aMmaonaosa,
BbI3BaHHOI0 NPMEMOM HapKOTUYeCKnx cpeacTs. lNpoaHanm3npoBaHbl CBA3N PacnpOCTPAHEHHOCT aMUIOMA03a C BO3PACcTOM 1
nonom. BbifiBNeHbl pa3nuumna meTogoB NcciefoBaHNA SNNAEMMONOrMM aMmMnonao3a, NPUBoAALLME K MONYYeHMI0 HeCONOCTaBuy-
MbIX AiaHHbIX. [TOCKOIbKY pa3Hble aBTOPbl HE NCMOb30BaNu efuHble METOANKN OLLeHKM SNUAEMMUONOrMM aMMnonao3a, AaHHble,
noJslyYeHHble B OHOM 11 TOM e reorpadruyeckom paioHe, pas3nyaioTcsa MHOTAa Ha nopaaokK. lNpeanoxeHa K 06cykaeHuto cob-
CTBEHHaA Knaccndurkauma ammnomnga no NnponcxoxaeHuto. NMockonbKy amunonao3 ABNAETCA He ANarHO30M, a MAaToNOrMYecKM
npoLeccom, npeaaraeTca 0TkazaTbCA OT HO3010MMYeCKOro NpMHUMNa CTaTUCTUYECKOrO yyeTa C/lyvyaeB amuiongo3a B nosb3y
naToreHeTUYeCcKom Knaccudpukaumm BO3.

3akntoueHme. EarHbIX CONOCTaBMMbIX CBEAEHWI O PAacnpOCTPaHEHHOCTY 1 3a60/1eBaeMOCTV aMUIOMA030M HET, MO 3TOW NpUYnHe
Heo6xoAVMO BBefieHVe 06A3aTeNIbHOMO NCCNIeA0BAHUA MaTepriana OUONCHiA U ayTOMNCUIA Ha HaJIMuMe ammuionaa C MOMOLLbIO OKpa-
LUMBaHWA KOHIO KpacHbIM. TakxKe Heo6XoanMO co3iaHme LMppoBOro HaUKMOHaNbHOTO peecTpa 60/bHbIX aMUITON030M U pa3pa-
60TKa METO0B PaHHEeN NPWKU3HEHHON ANArHOCTVKM aMUIoVA03a, BO3MOXKHO, Ha OCHOBE NMPOTEOMHOTO aHasM3a na3mbl KPOBU.
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Epidemiology of amyloidosis (prevalence of etiological thinking)

I.N. Uljyanov Chuvash State University,
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Amyloidosis is a pathological process caused by various environmental and hereditary etiological factors. It develops according to
its own rules, regardless of the primary events that caused it. Systematization of information about amyloid disease epidemiology
is a challenging task due to differences in the methods used for statistical analysis, the lack of a unified worldwide classification
of this pathology, and differences in the description of this pathology by clinicians and pathologists. Despite a WHO classification
of amyloidosis based on a pathogenetic principle, statistics on some amyloidosis cases are performed by individual nosological
forms. Therefore, some amyloidosis cases are not included in statistical analyses. In general, this creates an incorrect impression
that amyloidosis is much less common than it actually is.

The aim of this study is to analyze the available literature data on the epidemiology of amyloidosis in order to approximate the
correct prevalence of this pathology.

Results. The published data on the epidemiology of amyloidosis, Alzheimer’s disease, AL- and AA-amyloidoses, LECT2 amyloido-
sis, hereditary amyloidoses, pharmacological amyloidosis, and narcotic drug induced amyloidosis were analyzed. Also the rela-
tionship of amyloidosis with age and sex was taken into account. Differences were identified in research methods for the epidemi-
ology of amyloidosis that led to incompatible data. Since different authors use different methods for assessing the epidemiology
of amyloidosis, data obtained in the same geographical area sometimes differed by an order of magnitude. Own classification of
amyloidosis by origin is proposed for discussion. Since amyloidosis is not a diagnosis, but a pathological process, it is proposed to
abandon the nosological principle of statistical accounting of amyloidosis cases in favor of the WHO pathogenetic classification.
Conclusion. There are no uniformly comparable data on the prevalence and incidence of amyloidosis. For this reason, manda-
tory staining with Congo red of biopsy and autopsy material for the presence of amyloid is required. It is also necessary to create
a digital national registry of patients with amyloidosis and to develop methods for early lifetime diagnosis of amyloidosis, possi-
bly based on proteomic analysis of blood plasma.
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Hcnomb3yembie abpeBuaTypsi: LECT?2 (leukocyte cell-derived chemotaxin-2) — xeMoTak-
AGel — aMmwIoMI03, BRI3BAaHHBIN MyTalMel TeIbCOIMHA CUH-2, IOJYYeHHBII 13 JIeMKOLMTAPHBIX KIETOK

ALECT?2 — amuionno3s, Bei3BaHHbBI 0eikoM LECT?2 XCH — xpoHuyeckas cepaeuyHasi HeA0CTaTOUHOCTb
ATTRwWt — TpaHCTUPPETUHOBBIN aMWJIOUI03 MUOKapaa XBIT — xpoHnueckast 601€3Hb Movek
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BBegeHume

[Ipu cucremaTr3aIy CBEACHMIA O 3200JIeBa€MOCTH aMU -
JIOUI03aMU MBI CTOJIKHYJIACH C PSIOM CIOXHOCTENH. Bo MHO-
rMX paboTax OTMEYaeTCsl, YTO JaHHBIC O PACIIPOCTPAHEHHO-
CTM aMWJIOMIO3a B Pa3HbIX CTpaHaX HEIOCTAaTOYHO XOPOIIIO
IoKyMeHTupoBaHbl. Hampumep, B Aurmm B 1999 1. Harmo-
HaJTbHasI CITy>k0a 3MpaBooXpaHeHNs yIoTHoMourIa Haro-
HaJIbHBINA 1IeHTp amutonno3a (NAC) obecreunTh y9eT Beex
MaIMEeHTOB ¢ aMIJIOMI030M. PacueTHass MUHMMAITbHAsT 3a-
0071eBaeMOCTb CUCTEMHBIM aMIJIOMI030M CPEIY HAaCEICHMS
Anrimim B 2008 1., ocHoBaHHas Ha maHHBIX NAC, cocTaBuia
0,4 : 100 000. HanbombIast 3a0051€Ba€MOCTh OTMEUEHA Y JINLI
B Bo3pacte 60—79 netr. Hanbosee pacripocTpaHeHHBIM TH-
TIOM C TIpernojiaraeMoii MUHUMAJILHOM 320071€BaeMOCThIO,
cocrtapystronieit 0,3 : 100 000 HaceaeHUsT ObLT CUCTEMHBII
AL-amunonno3. C y4eToM pa3IuyHbIX OTpaHUYESHU 11T
MAHHOTO MCCIIEIOBAHMSI, aBTOPHI TIPUIIUIM K BHIBOIY YTO
YacTOTa CUCTEMHOTO aMUJIOMI03a B AHIJIUM ITPEBLIIIACT
0,8 : 100 000 Hacenenus [1]. Ho yxe yepe3 3 roma B opy-
roii pabote MPUBOIITCS CBEIEHMSI, UYTO 3a00J1€BAEMOCTh
amuiouno3amu B Benukoopuranum coctasisget 20 : 1 000
000, To ecTb, OHa OoJiee YeM B 2 pa3a BhILIE, YEM B TIPEIbI-
nyiieM ucciaenoBanuu [2]. M 3To TOJIBKO 10 OIHOM cTpa-
He, B KOTOPOIi BeJieTcs yueT O0JbHBIX amuiionno3om! B To
Ke BpeMs, IodaibHasI 3a0071eBaeMOCTh aMUJIOMUI030M
OLICHMBAETCSA B 5—9 cilyuyaeB Ha MUJIJIMOH MMallUeHTO-JIET
[3]. CtaTucTuyeckuii mokasaresb «IallieHTO-JIET» pac-
CUYUTBIBACTCS KaK YHUCIIO OOTBHBIX X YUCIIO JIET HaOIIoae-
HUS 3TUX 00JbHBIX. OH UCTIOJIB3YETCS B TOM CIydae, eciiu
Habo1aeMbIX 00JIbHBIX MaJjlo, TOTJAA 3TO MPOCTO KO-
YeCTBO OOJBHBIX, BKIIOUCHHBIX, HATIPUMEp, B KOTOPTHOE
MUCCJIENOBAHUNE TPYIIION MCCIea0BaTEIEH, NI MOIAaB-
IIKMX B HEKUiA peecTp. [1oaTOMY 3TOT ITOKazaTeIb He KOp-
peupyeT ¢ UICTUHHOM 3a00ieBaeMOCThI0. BmecTe ¢ TeMm,
OH MOXET OTpaXaTh YUCJIO OCIOKHEHUI MU JIeTAIbHBIX
MCXOOOB B JaHHOI Koropte. [Ipu 3ToM, Kak u B J1ito60M
ciyJae, Koraa HaOMIoAeHUI Majlo, pacueTHbIC moKa3aTe-
JIX MOTYT CUJIBHO OTJIMYAThCS OT UCTUHHBIX. B pesynbpra-
Te MBI UMEEM Pa3HOOON YUMTHIBAEMBIX CTATUCTUUCCKUX
rnmokaszaTeJieli, KaK-TO: pacIpOCTPaHEHHOCTh aMUJIOMIO0-
30B, 3a00JIEBAEMOCTb aMUJIOMI03aMHU U MAIlUCHTO-TOIBI.
[Tpu 3TOM TIOI PacCIIPOCTPAaHEHHOCTHIO TOHUMAETCS yUeT
BCeX OOJIbHBIX B MOITYJISIIIMU, a TTOA 3200J1€BaeMOCThIO —
YHCJIO BHOBb JMAarHOCTUPOBAHHBIX CyYaeB, 4acTO yCTa-
HOBJICHHBIX IMOCT(MAKTYM Ha ayTOIICHUU.

Crenyroomieil CIOKHOCTBIO SIBJISIETCS UCITOIb30BaHUE
TPYIHO COIOCTaBUMBIX Kiaccupukaimii. Tak, B Poccuii-
ckoii @eneparin HalroHanbHbIe KIMHUYECKHUE PEKOMEH-
nauuu «JAnarHoctuka u gseueHue AA-u AL-amuionnosa»
OIPEaEIIIIOT aMIJIONI03 KaK TPYIITy 3a00JieBaHUA, OT-

JIMYUTEIIBHBIM IIPU3HAKOM KOTOPBIX SIBIISICTCSI OTJIOXKE-
HIE B TKaHSIX M OopraHaX (hMOPUUIIPHOTO TIIUKOIIPOTE-
naa ammionsaa [4], To ecTb, B OCHOBe KiIacCU(UKAIIIN —
MopdoTornIecKuit IPUHIIUII IeJICHUS Ha TPYIIIIHI 10 TI0-
paXXeHHBIM opraHaM. DTOMY IIPUHIIUITY COOTBETCTBYET
knaccudnkanusgs MKbB-10 (E85.0), B To BpeMs Kak Kirac-
cudukanms amuitonao3oB BO3 moctpoeHa 1o maToreHe -
THYECKOMY ITPUHITUITY.

Kiraccudukauun amunonno3os, kKak MKbB-10, Tak
n BO3, sKIIEKTUYHBI ¥ UOCOJOTUIYECKA HE COBITAmaiOT
C oIpeeIcHUEeM aMUJIONI030B HalmmoHaIbHBIX KIIMHK-
yecknx pekomeHmauuii. B MKbB-10 ammiongoss! mpena-
CTaBJICHBI KaK CAaMOCTOSITeJIbHBIC HO30JIOTMIEeCKIE (POPMEI,
a B xitaccudukaunm BO3 — kak mpotenHonatun. CemaH-
THYECKHM 3Ta KIacCU(HUKAIINASI ITOCTPOCHA B BUIE: aMUJIO-
WIOHBIN 0eJI0K ~ 0eIOK-TIPeIIICCTBeHHUK aMUJIONIA — KITH-
Hu4eckas ¢opma ammionnosa. Ho, kimaccudpukannsa BO3
HUKaK He KOPPEeCIIOHANPYET ¢ Kiaccu(pUKameir aMmuiao-
HUIHBIX 0EJIKOB B KOTOPOIt UX mpucyTcTByeT 6oiee 30 [5],
a B kinaccudukann BO3 ux MeHbIIIe.

Ho3oxormdeckast HalleJJeHHOCTh CIICIIMATNCTOB
Ha BBISIBJICHUE BUIA aMIJIOMIHBIX OTJIOKCHUU TTOHSIT-
Ha, OHa IT03BOJISICT OTNPEACINTD TAKTUKY JeUeHUs (TIpU
AL-aMumonmo3e — 3T0 CHIDKCHHE TTPOIYKITNHT JISTKUX I1e-
e UMMYHOIVIOOYJIMHOB, TIpu AA-aMuionno3e — 6oproa
C BOCIAJIUTEJIbHOM peaklivei 1 ycTpaHeHUe €€ MPUYMHBI).
TeMm HEe MeHee, HepeIK KOMOMHUPOBAaHHBIC BUIBI AMILIO-
WI030B M HACIIEACTBEHHBIC — IIEPBUYHBIC — (DOPMEI, T1a-
TOTeHe3 KOTOPHIX 00YCIIOBIICH HAC/IeIyeMbIMU MYyTaIIVsI-
MH T€HOB OCJIKOB-aMIJIOMIOTEHOB, O YeM CBUICTEILCTBYET
PSII TIOCBSIIIEHHBIX 3TOMY BOIIPOCY 0030pOB JIUTEPaTyPhI
[6—9]. Ho xpoMe aTux KinaccuduKalnii, 10 CUX MOp UC-
ITOJIB3YIOTCS TPATUIIMOHHBIC HO30JIOTUUECKHE KITACCH-
¢uKkauuu, B KOTOPhIX (OPM aMUIONI03a OOJIbIIIE, YeEM B
MKB-10. ITosToMy, TpM YTEHUHN OPUTUHAILHBIX CTaTe,
HEepeIKO HeJIb3s IMMOHSTh KaKoil KiaccuuKalneil mob-
30BaJIMCh aBTOPHI U UTO XK€ OHYM YUUTHIBAIIH.

Takum 00pa3oM, eTMHCTBA MHEHHUI O TIOCTPOCHUM
KJIacCUDUKALINU aMIIONI030B HeT. COOTBETCTBECHHO,
HET U eINHBIX KPUTEPUEB CTATUCTUUECKOTO YyIeTa 3TOTO
BUJIA ITATOJIOTHM.

CJIOXHOCTH CTaTUCTUYECKOTO yUeTa, YCYryoJIeHHBIC
IMPUMEHEHUEM HECOITOCTABUMBIX KJIaCCU(UKAIINI, BbI-
3BajJli COMHEHUE, YTO aMUJIOUI03bl BCTPEYAIOTCS PENKO,
TOJIBKO TIPU Y3KOU TpyIIre 3a00ieBaHUil (OCTOKHEHIE
IJTATETLHO TIPOTEKAIOIIET0 XPOHNIECKOTO BOCITAINTEIb-
HOTO MM WH(MEKIIMOHHO-BOCTIAIMTEILHOTO TIpoIiecca,
I BpOXICHHAS HaclIeACTBEHHAs TTaTtoorus). bombimoe
YUCITIO JIIOACH ¢ aMIJIOMI030M CUMTACTCST 3MOPOBBIMH IO
TeX MOop, TT0OKa TeHepaIn3amus IIpollecca He TIPOSIBUT Ce-
0sT KITMHIIECKOM CMMITTOMAaTHKOI. McciemoBaHMsI, TIpoO-
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BeneHHEBIC B IlIBeriiu, orpeneIniiy, 9To IIpearoaraecMast
CPEemHSST BBDKMBAEMOCTh COCTaBMIIA 3 TOMA IIJIT aMIJIOM-
no3a AL, 4 rona misg ammwionno3a AA u 6 JIeT IUIsT JIOKaJIu -
30BaHHOTO ammionno3a [10], a MenraHa BBDKUBACMOCTH
IIJIST BCEX CHCTEMHBIX aMIJIONI030B B BenmmkoopuTaHnm
coctaBuiia okoo 32 mec [1].

Ho »Tu 60abHBIE MOTJIM ObI KUTh JOJIbIIE, €CIU Obl
aMIJIOMIHBIN TIpoliecc ObLT YCTAHOBJICH HAa paHHMUX 3Ta-
Tax pa3BUTHSI, KOTIA ellle He IPOM30IIUIO0 HeOOPaTUMBIX
W3MeHeHU opraHoB. [103ToMy MHTYUTHBHO TTOHSITHO,
YTO, €CJIM aMUJIOMIHAS TTATOJIOTHS JOJITO IIPOTEKaeT Oec-
CHMIITOMHO, a BEISIBJISICTCS KaK IPAaBUJIO TIPH ITOSIBJICHUN
KIIMHAYECKN BBIPAXKCHHBIX OCJIOXXHEHUI B BUIC ITOYCU-
HOM, TIE4EHOYHOH, JIESTOYHOM WJIN CEpACYHOU HETOCTATOY -
HOCTU, WX IeMEHIINH, WU BEIIBISICTCS ITOCMEPTHO, —
YHCI0 OOJTBHBIX TOKHO OBITh 3HAYUTEIBHO OOIBIINM,
YeM CTaTUCTUYCCKU YITeHHBIX. [1pr 5TOM CMEpTHOCTH OT
amuonno3a pacret. Harmpumep, B CILLIA ananu3 57 355
ciaydJaeB cMepTH B Tiepuon ¢ 1979 mo 2015 r., ocHOBHOM
TIPUYMHON KOTOPOi1 OBLUT YCTAaHOBJICH aMIIOUI03, TI03BO-
JIWJI CHIEJIaTh BBIBOM, YTO OOIIAast CPEIHSISI CKOPPEKTHUPO-
BaHHasI ITO0 BO3PAaCTy CMEPTHOCTD OT aMIUIONI03a KaK OC-
HOBHOM NMPUYMHBI CMEPTH yaBoMaach ¢ 1,77 mo 3,96 : 1 000
000 macenenms (2,32-5,43 y myxamH u 1,35-2,80 y xkeH-
mwH). CaMbIif BEICOKUI YPOBEHb CMEPTHOCTH OBLT OTME-
4yeH cpeau MyxurH adpoamepukanies (12,36 : 1 000 000),
3a HUMU CJIe0BaIk appoaMepUKaHCKKe XEeHIIUHEI (6,48
: 1000 000). B HEKOTOPBIX IITaTaX IMOKa3aTeIb CMEPTHO-
CTH C TIOITpaBKoOIi Ha Bo3pacT nocturain 31,73 : 1 000 000
yenoBek [11]. UcTuHHOE JI1 3TO YBEIUYEHUE CMEPTHOCTU
110 TIpUYMHE aMUJIOMA03a, WX 3TO PEe3yJIbTAT YIIyUIIeH-
HO¥ TTOCMEPTHOM TMATHOCTUKU aBTOPBI HE YKA3bIBAIOT.

AKTYyanbHOCTD TIPMKU3HEHHOT'O BEISIBICHUS OOJIb-
HBIX C aMUJIOUIO30M IO TTOSIBICHUST OCJIOXKHEHUI 3TOM
TaTOJIOTVH YBEJIMIMUBACTCS TEM, UYTO B HEKOTOPBIX CITyJa-
SIX aMJIOMIHBIN TIPOIIECC, BO3MOXKHO, IIPOBOLIMPYET pa3-
BUTHE IPyrux 3a00jeBaHmiA. Tak, B KOTOPTHOM HMCCIIEIO-
BaHuHU 1693 MaLKeHTOB C aMUJIOMI030M O3 COIyTCTBYIO-
el OHKOTIATOJIOTUM CO CPEIHUM CPOKOM HAOIIONCHMS
5,63 roga 'y 68 4e0BeK pa3BUIICS paK ITOYKU U TeMATOJIO-
TUYECKHUe 3JI0KaYeCTBEHHBIC HOBOOOpa3oBaHus. YacTora
OHKOITaTOJIOTUM Y TTALIMEHTOB ¢ aMIJIOMI030M OBLIa CTa-
TUCTUYECKU 3HAYMMO BBIIIIE, YeM B OmyJsaiuu [12]. AHa-
JIOTUYHBIC TaHHBIC TIOJIy4eHbI B pe3yiabTare 1155 ouoncuii
nouek B nieproz ¢ 2003 o 2017 TT. Y manmMeHToB ¢ aMUI0-
HMI030M OHKOIIATOJIOTHS HAOJII0maIach ouTH B 28 pa3 ya-
1IIe, YeM OKMIAJIO0Ch, M Y 3THUX ITaIlMeHTOB BCTPEIAEMOCTh
OHKOITaTOJIOTUM (pa3HbIe GOPMBI paKa) ObLIA BEIIIE, YeM
y TTAIIMCHTOB ¢ HEAMIIOMIHBIMU TIIOMEPYIOTaTUsIMU. 3a-
60JIeBacMOCTb PaKOM ObLIa B TPU pa3a BHIIIIE Y OOJBHBIX
crapiie 50 JIeT o CpaBHEHMIO ¢ OOIIeH MOmyIsIueii. AB-

TOPBI TIPUIILIHN K 3aKJIFOUYCHHIO, UTO ITAIIMEHTHI C TIIOMEpY-
He(pUTOM, 0COOCHHO C aMIJIOUI030M, UMEIOT O0JIee BhI-
COKMI PUCK pa3BUTHS paKa, yeM ob1as momysaius [13].

EcTb maHHBIC, YTO aMIJIOWIHBIC 3a00I¢BaHUS MOTYT
OBITH CBSI3aHBI C IIOTCHIIMATBLHO OITACHBIM TSI KU3HU KPO-
Bom3nusHUeM. [1aToreHeTnaecke (haKTOphI, CIIOCOOCTBY-
foIIMe TeHACHIINN aHOMAJIbHOTO KPOBOTCUCHUS B STOM
CHUTyallu¥, HCOMHOPOMIHEI 1 3aBHUCSIT OT TUIIA aMIJIOUIO0-
3a 1 XapakTepa ITopaXkeHUs OpTraHoB. Y MAaIlMeHTOB C aMH-
JIOUI030M JieTKuX 1enei (AL) mpuoOpeTeHHbIe Hapyllle-
HUSI TeMOCTa3a, BKIItodYas 1eUImT (hakTopa CBEPTHIBAHUS
KpOBU, TUTIep(PUOPUHOIN3 1 TUCHYHKIINIO TPOMOOILIUTOB,
MOTYT paccMaTPUBAThCS KaK HamboJIee BasKHBIC TTaTOTe-
Hetnueckue ¢axkropsl [14]. C aApyroit CTOpOHBI, aMUIIO-
W1, HAIIpUMED, SIBJISIETCS TUCTOIATOIOTMUECKIAM IIpU3HA-
KOM OoJie3Hn AJIbIIreiiMepa 1 caxapHoro nuabeTa 2 TUIIa,
HO TO, YTO aMIJIOWI BBI3EIBACT 3TU 3a00JICBaHMS HE yCTa-
HoBJieHO [15].

B T0 Xe BpeMsI, y HAYyTHOTO COOOIIIeCTBA pa3HBIX CTpaH
IIpoCMaTpUBaETCI MHTEpeC K MpobjieMe aMUIONI03a.
[IpakTIecKnM pe3yaIbTaTOM 3TOTO MHTEpeca IBIIINCH pe-
KOMEH/IAIINHN TI0 CO3MAHMIO AUHBIX PEECTPOB aMUJIOMI-
HBIX 00JBbHBIX B bpuranum, @paHmy, HEKOTOPBIX IIITa-
tax CIJA, X ¢popMHUpOBaHUIO KOTOPBIX TPUCTYITUIIN B Ha-
gaje 2000-x romoB.

Iexb uccnenoBaHusa — aHAIN3 TaHHBIX JOCTYITHOM JI-
TepaTyphl IO SMUICMHUOJIOTUY aMUJIOMI03a TSI TIPUOIH -
3UTEILHOU OLIEHKU peaTbHOM KapTHHBI PacIpoCTpaHeH-
HOCTH 3TOM ITaTOJIOTHUH.

AA-amuaoudos (émopuunniii). 3a6071¢BacMOCTb AA-
ammiaonmo3oM npuMepHo 2 : 1 000 000 genoBek B TOI,
OOBIYHBIN BO3pACT Havyaja pa3BUTHS COCTABISACT OT 55 10
60 ster [16]. ITpuurHaAMU BO3HUKHOBEHUS AA-aMIJIONI03a
SIBJISTIOTCSI pa3HOOOpPa3HbIC, XPOHUUECKHE BOCTIATUTEIb-
HBIE 3200JIeBaHNS CYCTAaBOB, IIPEUMYIIICCTBEHHO peBMa-
TOUITHBIN apTPUT, OCTCOMUEIIAT, OPOHXOIKTATHIEeCKast 00-
JIe3Hb, MaJISIpUs, TyOepKyJie3, Jielpa, CUDUINC. AMHIIO-
UIHBIC OTIOXEHUS MpU AA-aMUIOUIO3E COCTOSIT B
OCHOBHOM M3 CBIBOPOTOYHOTO Oestka ammionna A (SAA),
KOTOPBI CHHTE3UPYETCs TeIaTOIUTaM1 B KaUeCTBE TIPe-
IIECTBEHHNUKA B OTBET Ha CTUMYJIbI TPAHCKPHUIIIIAM Pa3-
JIMYHBIX TIPOBOCTIATINTEIFHBIX IIMTOKMHOB, TAKNX KaK MH-
tepueikud (IL) -1, IL-6 u anbda dakropa HeKpo3a OI1y-
xonu (TNF) [17]. B 19% GuorncuitHoro Martepuaiia
ITOOKOXKHOTO a0HOMIHATBHOTO XKHMPa, CITU3UCTOMN TBEHAI -
LATUTIEPCTHOW KUIIIKWA WUJIA MAJIOW CITFOHHOM 3KeJIe3bl Ma-
LIMEHTOB MHCTUTYTa PEBMATOJIOTUM 3a Trepuor ¢ 1991 mo
2001 r. 6n11 06HapykeH amutous, [ 18]. [Tpu 6uorcum mou-
KU1 Y OOJIBHBIX C pEBMATOUIHBIM apTPUTOM, ITPOBEICHHBIX
B Anonuu B 1989-1996 r. amuionn 611 06HapyxeH B 19%
o0Opasmos [19].
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Mexny teMm, cTpykTypa 3aboseBaemMocTu AA-
aMIJIONI030M B TTOCJICTHIE ACCATIIICTASI N3MEHIIIACH TTO
MIPUYNHE YBEJIMICHMS CPETHETO BO3pacTa IIPU ITOCTAHOB-
K€ IMarHo3a, OTHOCUTEIBHOTO YBEJTMUCHHMS YaCTOTHI TIep-
BUYHOro AL-amMuiono3a 1o OTHOIIEHUIO K AA-TuUIy, Cy-
IIECTBEHHOTO M3MEHEHMST SIMMIEMIOJIOTMI OCHOBHBIX 3a-
OosieBaHMIi, 3aKaHUYMBalommxcs amuiaongo3oM [3]. Tlpn
Bpoje OBl HU3KMX Mudpax 3a00JIeBacMOCTH B Pa3BUTHIX
CcTpaHax OT aMUJIonI03a ymupaeT okojio 1 Ha 1000 gero-
BekK B rof [15]. bes neueHus mpomoKuTe IbHOCTh XKU3HU
cocTaBiisieT oT 6 Mec 110 4 et [16]. MHbeKkuroHHas naTo-
JIoTHsI OBIJIa HanboJIee pacIpoCTpaHEHHON IMPUIMHON AA-
ammtonnosa B 1990-e 1. B 2000-e r. Hanbosee pacpocTpa-
HEHHO MPUYMHOU CTaJIO0 XpOHMYeCKoe BocmaieHne. Ho,
001Iast 3a60J1eBa€MOCTh ITOYCYHBIM aMIJIOMI030M 33 3TOT
TEepUO.I TTPAKTUICCKNA HEe M3MEHUIIACH, TIPeodIamaroIieii
MPUYMHON ITOYEYHOTO aMUIOn103a B rreproz ¢ 1990-x mo
2000-¢ rr. OBITM XPOHMYECKHE BOCITAJINTEILHBIE 3a00J1e-
Banug [20].

HeseposiTHO, HO (haKT, MPOrpaMMBI 110 BEISIBIICHO JIUIT
C XpOHMYECKOI 0071e3HbI0 mouek (XBIT) mpoBomarcs Bce-
ro b B 24% Bcex ctpad. B To Bpemst kak XBI1 BHe 3a-
BUCHMOCTH OT HO30JIOTHH SIBIISICTCSI ¢IBa JIX HE OMHOM 13
OCHOBHBIX IIPUYUH Pa3BUTHUS BTOPUYHOTO aMUJIOUIO03A.
PacmipocTpaneHHoCTb 3a00J1eBaHmii mouek B FOxxHOM A3nn
— 8%, Adpuke u CesepHoii AMepuke 10 11%, Esporre,
Cpenneir u BoctouHoit A3um u JIaTHHCKOIT AMepUKe —
12%, Caynosckoii Apasuu u benbrum — 24%, Iosblie —
18%, I'epmanuu — 17%, Benuko6puranuu u CUHramype
— 16% [21]. Ananu3 36 rmy6imrKaLuil, OXBaThIBAIOLIUX Pe-
3yJIbTaThI OMOIICHIT TIOUEK, TIPOBEICHHBIX B 22 apaOCKUX
CTpaHaX, BBISIBHWJ, YTO aMHUJIOUIO3 IIOYEK BCTpEeUIaeTCs
y 10 (19%) GONBHBIX C TIEPBUYHBIM 3a00JIeBaHUEM TTOYEK
[22]. Ecau commocTaBUTh 3T TaHHBIC, TTOIyJIaeTCsl OYeHb
HETIpUSITHAS KapTUHA — OOJIBIIIOE YMCIO aMUJIOMI030B,
cBsi3aHHBIX ¢ XBI1, TIpocTo HE YIMTHIBAIOTCS TTATOJIOTOa-
HATOMUYECKUMU CIIyxK0amu 76% crpan!

TybepKyse3 Takke SIBISIETCS OYeHb pacIIpOCTpaHEeH-
HO1 MaTOJIOTHEH, OCTTOXHSIOMICHCS aMUTIONIO30M, CPEI-
HsIs 3a0051eBaeMocTh 1o Mupy B 2018 1. cocraBmma 132 :
100 000 [23]. ITpu aToM B 6a3e pubmed (https://www.ncbi.
nlm.nih.gov/pubmed) HaM ymamoch HAUTH BCETO 2 CTaThU
0 PacIpOCTPAaHEHHOCTU aMIJIONI03a, CBI3aHHOTO C Ty-
6epkyne3oM. Y 40 o6¢caenoBaHHBIX OOJBHBIX TYOEpKYyJIe-
30M JIETKUX C COITYTCTBYIOLIEH MmaToyiorueii mouek B 90%
ciy4yaeB BbIIBIIEH ammiionno3 AA tura [24]. I[Tpu tybep-
KyJIe3HOM JuMbaneHuTe y xkurteiaeii MHaum amMmuionmaos
JUarHocTUpoBaH y 8,7%, n3 Hux 77,8% nalmeHTOB XeH-
ckoro nona [25].

Y GONBHBIX C MTHEBMOHUEH WJIM MYKOBHCIIMIIO30M B
JIETOYHOM MOKPOTE OBIJT JIOKAIM30BaH PSI IITAMMOB OaK-

tepuit: Lactobacillus VT-16-957 sp. nov., Acinetobacter VT -
16-958 sp. nov., Chryseobacterium VT-16-960 sp. nov.,
Paenibacillus VT-16-972 sp. nov., Stenotrophomonas VT -
16-974 sp. nov., Stenotrophomonas maltophilia VT-16-590,
Proteus VT-16-970 sp. nov., Streptococcus VT-16-975 sp.
nov., Streptococcus oralis/mitis VT-690, Pseudomonas
aeruginosa VI-16-973, VT-16-974, VT-16-975, VT-16-976,
VT-16-977, VT-16-881, VI-16-882, Kiebsiella pneumoniae
VT-16-981, VT-16 982, VT-16-983, VT-16-984, VT-16-
985, VT-16-791, VT-16-972, VT-16-973, Escherichia coli
VT-16 990, VT-16-991, VT-16-992, VT-16-993, VT-490,
VT-16-491, Proteus mirabilis VT-16-690, — cpean KoTo-
PBIX 1IeJICHATIPaBJICHHO MCKAIN IITaMMBI -- IIPOAYIICHTHI
aMmtonaa. JIBaaiaTe ITaMMOB, BEIIEICHHBIX OT OOJTBHBIX
MYKOBUCIIIO30M, IIPOAYIIMPOBAIA AMUJIOUI B OOJIBIIINX
KommaecTBax. IBaaiiaTh IIPOIIEHTOB IITAMMOB, BEIIEICH-
HBIX OT OOJTbHBIX ITHEBMOHHUEH, aMWJION TIPOLYIIMPOBAJII
B YMEPEHHbIX KomnyecTBax [26]. HecMoTpst Ha TO, UTO IIpsi-
MBIX JT0Ka3aTeJIbCTB IMPOAYKIINYA aMUAJIONIa MUKOOAKTEPH-
SIMM TyOepKyJie3a 1 JISHIITMaHUSIMA HEeT, IITaMMbl MUKO-
OaxkTepuit TyOepKyie3a 1 KyJbTYphl JISHIIIMAHUI UCTIOJIb-
3YIOTCSI IUISI MOJCIMPOBAHMUS CUCTEMHOTO aMIJIOUI03a B
sKcriepuMente [27].

LECT2 Amuaouoo3. K Bo3pacTHBIM CUCTEMHBIM aMU-
JIONI03aM ITPUMBIKAEeT HelaBHO oOHapykeHHBIT ALECT?2
— aMUJIONI03, BRI3BIBAEMBI XeMOTAKCMTHOM-2 JICHKOIIH-
TOB y Jioneii B Bo3pacte 40-70 et (cpemHuii Bo3pact
67 net) [28]. JaHHBIA BUI CUCTEMHOIO aMUJIOMI03a, Ya-
1IIe TTOpakaromero IMoYKM, B OCHOBHOM pacIipOCTpaHEH B
CIIA, B MeHBIIIEH CTeTIEHN B a3MaTCKOM perruoHe [29].
V nodeunsix 60sbHBIX Ernmra on ooHapyxusaics B 31%
ciydaeB oumoricuii [30]. I1pu 1eneHanpaBIeHHOM TTOUCKE
ALECT?2 6b11 BoisiBiieH B 3,1% 13 971 ciay4aeB 11aTojioro-
AHATOMMYECKOTO MCCIICIOBAHUST YMEPIINX JATUHOAMEPH -
KaHI1IeB cTapiie 45. Y 6esroro HaceJleHUsSI OH ObLT OOHApy-
xkeH B 0,1% ciydaeB U y KOPEHHbBIX XXKUTEJIe MHACHIIEB —
y 0,7%. ABTOpPBI YKa3bIBAIOT, YTO PACIPOCTPAHEHHOCTD
ALECT?2 Heu3BeCcTHA, M 5TO, BEPOSITHO, HeOOLIEHEHHAs
STHOJIOTUS TIOYCUYHOI HEAOCTAaTOUHOCTHU Ha IOT0-3alrame
CIIIA 1TocKoJIBKY XpOHIYECKOE 3a00JIeBaHEe TTOUYEK OObIU-
HO He SIBJISICTCS TIOKa3aHUEM IJIST TMAaTrHOCTUICCKOM OM-
oricum [31].

W3 nmpuBeneHHBIX CBEICHUN CJIEOyeT BBIBOI, UTO
LECT?2 amuionao3, 4acToTa KOTOPOTO PacIlicHUBAeTCsT KaK
TpeThbs ntociie AL- u AA-amuiionnosa, 10 HeIaBHETO Bpe-
MEHU HE TUaTHOCTHPOBAJICS M HE YIMTHIBAJICS KaK IIPH-
YUHA CMEPTH.

Hacaedcmeennvie amuaoudosvt. Onaoit u3 popm Ha-
CJIEACTBEHHBIX aMionno30B gBigercd ATTRV3I0OM amu-
JIOMI03 WIN CeMEHHAs aMIIONIHAS TIOJIMHEPOITaThsl TH-
ma I (mopTyranbcKo-IBencKuii-ImoHCKui Th), uian TTR
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aMIJTOMIHAS] HEBPOIIATHS, MJIN TPAHCTUPETUHOBAS aMIJIO-
naHas HeBporatus. Metaanamm3 542 cinygaeB ATTRV3IOM
B 0030pax smreparypsl ¢ 2005 mo 2016 rom, BEISIBUI, YTO
~18% cnyuaeB 3apeructpupoBanbl B [lopryraauu, Smo-
aun 1 LIBenmn). ot coBoKymHOTo BKiIaga Smonun (92
caydast), Kuras (71 cayqait), TaiiBansg u FOxHoit Kopest
cocraBmia 37,0%. Beibopka npeacrasieHa 65-10 TeHOTH-
aMu, cpeau KOTopbix mpeodaganu Ban30Mer (47,6%),
Cep77Tup (10%), Ana97Cep (6,5%) u ®enb4lleit (4,4%).
Bospact MmarudecTalinu CHIILHO 3aBHUCETI OT TeHOTUTIA.
ITpu renorune @en64Jleit cpenunii Bo3pact MmaHudecTa-
uuu 67,5 j1et, a cpeAHUii BO3paCT YCTAaHOBJIEHUSI JUATHO-
3a — 71,3. I[Ipu ocTadbHBIX TpeX TEHOTUITAX CPETHUI BO3-
pact maHupecrauu 49,2 €T, a BO3pacT yCTAaHOBICHUS
nrarHo3a — 53,4 [32]. BepogTHas pacrpocTpaHEHHOCTh
ouennBaercs B 38000 6ombHBIX [33].

PacmpocTpaHeHHOCTh (YHCJIO 3apeTUCTPUPOBAH-
HBIX 3a00JIeBaHNI, KaK BHOBb BO3HUKIINX, TaK 1 paHee
CYIIIECTBOBABIINX, IT0 TTOBOAY KOTOPHIX OBUTH IIEpBUIHEBIC
oOpaIeHns B KaJIeHIAapHOM TOY) M YacToTa (3a00jieBae-
MOCTb — YHMCJIO 3a00JICBaHMIA, BIIEPBBIC 3apETUCTPUPOBAH-
HBIX 3a KaJICHIAPHBIN TOIl CPeIN HACEICHUS, TIPOXKMBAO-
IIeT0 Ha KaKOH-TO KOHKPETHOM TEPPUTOPHUI) Helpora-
i ATTRV30M na Kurnpe coctasisgiot 54 : 1000000 u
3: 1000000 coorBeTcTBeHHO [34]. B IlIBeniuu 3aboseBae-
MOCTb He-HeBpOIlaTUUeCKO (OopMOii ceMeitHOM aMUIIO-
WIONMATHYCCKOIM MmoauHeliponaTtueit coctaBmsieT 2,83 :
1000000. CAII B LLIBeunut TTOSIBUIICS B pe3yJIbTaTe UMMM~
rpaunu 0oJblIei yacThio 13 BocTtouHoro Cpean3eMHO-
Mopbs [35]. TTo maToreHe3y maHHasg opMa aMUJIONI03a
SBJIsIeTCs caencTBrueM MyTtaimu B reHe TTR, To ecTs, mipen-
CTaBJIICT COOOM TPAHCTUPETUHOBYIO aMIJIOMIHYIO TTOJTH-
HEeWPOMaTUIO.

B INopryrammu 3a nepuoxn 2010-2016 rr. cpenHue 1mo-
kazatenu 3a6oneBaemocti ATTRV30M cocraBunu 8,7 :
1000000. Ouenennas B 2016 romy pacupoCcTpaHEeHHOCTh
cocraBuia 229,3 : 1000000 B3pocibix xureneii (45,8%
MYXXUWH; CpeIHUIA Bo3pacT: 52,3 = 15,4 roma) u cocTaBu-
Jla pOCT pacIpoCTpaHEeHHOCTU Ha 16% 3a mocienHue
25 ner [36].

®duHckas renbcoanHOBas riraykoma (AGel) — ayro-
COMHO-IOMUHAHTHASI TTaTOJIOTHsI, BEI3BaHHAS MyTallue,
B pe3ysibTaTe KOTOPOIl MPOMCXONNT 3aMeHa acliaparnHa B
187 monoxeHUU B OeJIKe TeIbCOJMHE, COITPOBOXIAETCS
paHHel Timaykomoir (OMIM # 105120, pacmonoxeHue
9q33.2). HecMoTpst Ha Ha3BaHMeE, 3Ta IATOJIOTHS BCTpeda-
eTcd Bo BceM mupe [37]. Mcxons 13 Ha3BaHUS MOXHO JIy-
MaTh O JIOKAJTLHOM TUTIC aMUJIONI03a, YTO TAKKE HEBEPHO,
MOCKOJIbKY OCHOBHOM ITPUYMHOM CMEPTU ATUX JIIOJIEH SIB-
JIIeTCST XpOHMIECKasT II0YeUHasT HeTOCTaTOUHOCTD, BBI3BaH-
Hast amMmuiono3oM Tovek [38]. B HaumoHabHOM peructpe

0osbHBIX aMwionno3oM AGel Ouuisgaouu Ha 2016 T.
3apeTuCcTPUPOBAHO 227 TMalMeHTOB — 156 XeHIINH 1
71 My>XuMHa. Y KeHIIWH IMarHo3 BliepBble YCTAHOBJIEH B
39 ner, y myxxunH — B 49 [39].

IMepuomnmueckast 601¢3HDb (VI apMSTHCKasT 00JIe3Hb,
WA HACJICICTBEHHBIN CeMEHHBIN aMITONI03 O¢3 HEBPO-
MMaTUU, WIA CPEAN3eMHOMOPCKas ceMeliHasl JTUX0opaaKa,
WHBIC Ha3BaHUS: MMapOKCU3MAIBHBIN CUHAPOM JIKaiTHY-
9s1—Mo3eHTalsI, IePUOANICCKUI TIEPUTOHNUT, CHHIPOM
PeiimanHa, 6ose3up Curara—Mamy) — BCTpedaeTcesl Kak
ayTOCOMHO-PEIIECCUBHBIN, TaK M ayTOCOMHO-TOMIHAHT-
Hblii BapraHTbl (OMIM # 249100, # 134610, pacmoioxe-
nue 16p13.3). JlaHHas1 IATOJIOIKS [10 CBOEMY TEUEHUIO CO-
ITOCTaBMMa C JIMXOPAIKOH IIapIieeB, Y KOTOPBIX 3a TIEPBBIM
JINXOPAJOYHBIM SMU30[I0M CJIEIyeT pa3BUTUE aMUTIOUIO-
3a [40]. AHajorn4HO (PUHCKOM CeMEeHO TITayKoMe pac-
IIPOCTPAaHEHHOCTH 3TOTO BUIA TTATOJIOTUU TOPA3Io IIMpe,
YeM 3TO CJIEAyeT M3 TOIIOHMMA B Ha3BaHWU. Y JIIOAeH Ma-
HUdECTAIINS 3TOTO AMIJIONIO3a TaKKe HAUMHACTCSI C JIM-
XOPagOIHOTO 3IMM30/1a, KOTOPHIA YacTO BIEPBEIC MOXKET
Hadatbcd B 12,5 net. PacipocTpaHEHHOCTD 3TOM ITaTOJI0-
TUU B TIOMYJISIIIAM apMSTH CIMTACTCST BRICOKOI 0e3 yKasa-
HUS KOJIMYECTBEHHBIX TToKa3areseit [41]. Bei3bBarommx
IIOBEpHE CBEICHUI O 3a00JIeBAEMOCTH 1 pacTIPOCTPAHECH-
HOCTH JaHHOI MAaTOJIOTUU HANTU HE YIalloCh.

Dapmakoaoeuneckuti amuaoudos3. B HacTosiiee BpeMs
HOMEHKJIaTypa aMUJIOUI030B COACPXKUT CBEACHUS O 41
OeNKe-TIpeIIIeCTBeHHNKE aMIJTONAa, K KOTOPBIM, B 9acT-
HOCTHU, OTHOCSITCSI UHCYJIMH, Ka3eWH U aJIbOyMUH [5], mpu-
MEHSEMbIC B KIIMHUYECKOU TTPaKTUKe TSI TTapeHTEPalhb-
Horo BBeaeHUs. [1o KpaliHel Mepe, B OTHOIICHUH MHCY-
muHa [42] n sHdyBupTHaa [43] MOKa3aHO, YTO ITOCIE
IMapeHTEPAIBHOTO BBEACHMS MOXET 00Pa30BBIBATHCS AMH-
Jiounl. JIOKaJIbHBIM aMUJIOM103 HAa MECTE UHBEKIIUIN UHCY-
JINHA OOHAPYXXMBaeTCd Kak ciiydaitHasg Haxoaka [44] u mo-
JKeT OBITh KOHTPOJIMPYEM C TIOMOIIIBIO YIIbTPaCOHOTpahUmn
[45]. Obpa3oBaHMe JOKAJIBHOTO aMIJIONI03a B MeCTax
WHBEKIINI 9aCTO OIMMOOYHO PaCIIieHUBACTCS KaK JIOKAIb-
HOE HapylIeHre OOMeHa JIUITUAOB B innounTax [46]. Cun-
TaeTCsI, YTO TO OCTOXKHEHIE MHCYIMHOTEPAITHU BCTpeda-
€TCsl peIKO, OHAKO TOCTOBEPHBIX CTATUCTUYECKHUX JdaH-
HBIX O YaCTOTE ATOTO OCJIIOXHEHUS, KaK M O JacTOTe
aMWJIONIO3a, BEI3BAHHOTO BBEACHNEM SH(MYBUPTUIAA MBI
HE HaIlUTH.

Amuaoudo3 u napkomanus. AA-MIIONIO3 y HApKOMa-
HOB — HOBasl, HCM3BECTHAsI paHee HAyYHOU OOIIeCTBEH-
Hoctu 1pobnemMa. [IpuunHo#t 3T0# popMBI aMuIONI03a
SIBJISTIOTCSI THOMHO-CETITUYECKIE OCTOXKHEHUS TP YIIO-
TpeOJIeHNN MHBbEKIIMOHHBIX, B OCHOBHOM BHYTPUBEHHBIX,
HapKOTHUKOB, BEI3BAHHBIX HECOOJTIONCHIEM aCeIITUKH Hap-
KoMaHaMH. PacripocTpaHeHHOCTb AA-aMIIONI03a Y JIMII,
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YIIOTPEOISIONINX NHBEKIIMOHHBIC HAPKOTUKHU, HE YCTa-
HosJieHa [47]. Ho, npu ananm3se 37 myOonmKanuii u3 pas-
JIMIHBIX cTpaH AA-aMIIONI03 ObII BeIsIBIEH Y 177 13 781
MALMEHTOB, YITOTPEOISIBINMX BHYTPUBEHHO HAPKOTUKMU.
HeTpynHo mmocumTaTh, YTO 9aCTOTa BCTPEUYAEMOCTH aMHU-
JIOM03a B 9TOI Koroprte coctaBuT 226,6 : 1000! [48], uTo
aHOMaJIbHO MHOTO. [1pn cpaBHEeHUHU 2 TPYIIII JIUII C yCTa-
HOBJICHHBIM IMAarHO30M aMUJIONI03a (He YIIOTPEOIISIBIITNX
TepOMH 1 YIIOTPEOJISBIINX TepOMH B IIPOIIIIOM MJIN HACTO-
SIIIIEM JIFOOBIM CITOCOOOM) C KOXKHBIMU adcrieccaMu y 87%
HApKOMAaHOB, IPM3HAKaMU capKoIeHuu y 76% u 1UCTpo-
un xoxu y 27%, mocie CTaTUCTUYECKOTO BhIPABHUBASI
TPYIIII IO BO3pacTy, pace, IOJTy, MECTY ¥ TOIY ITPOBEICHUS
OMOTICHY TIOYCK, OTHOCUTEIBHEIN PUCK pa3BUTHSI AA aMu-
Jonmo3a nmouek OblI B 170 pa3 BeIllle Y HApPKOMAaHOB
(p=10,001) [49]. Y 12 u3 24 0OclieMOBaHHBIX «BHYTPUBCH-
HBIX» HAPKOMAHOB IIPUYNHON ITOYCTHON HETOCTATOTHO-
cti 0611 AA-amummonmo3 [50]. Takum 06pa3om, B KOTopTe
BHYTPUBEHHEBIX ITOTPeOUTENIel HAPKOTUKOB aMIJIOUI03
BCTpedYaeTcss MHOTOKPATHO Yallle, YeM B ITOMYJISIIIIU, HO
HACKOJIBKO Yallle — HEM3BECTHO.

Amuaoudos u noa. IlepBUIHBII CUCTEMHBIN aMUJION-
II03 BCTPEYaeTCs y JINIL 000X IOJIOB IIPU COOTHOIICHUN
MYKUMH 1 XCHIIWH 2 : 1 ¥ MIKOBBIX IIPOSIBJICHUSX B BO3-
pacte ot 60 10 67 net [51]. PactipocTpaHEHHOCTH aMUIIO-
uno3a B Kopee cocrabuia 9,3 : 1000000 gyenoBek B 2006
roxy u 19,1 : 1000000 gemoBek B 2015 romy. 3a n3ydaeMbIid
TIepUOI OTMEUCH POCT TOM MATOJIOTUM KaK Y MY>KIMH, TaK
My KEHIIMH B Bo3pacTe 65 JIeT 1 cTaplie U y MalueHTOB

B Bo3pacrte 45—64 jeT 1o cpaBHEHUIO ¢ BO3pacToM ot 20
1o 44 ner [52].

Amuaoudos u eospacm. I10CKOIBKY aMUJIONIO3 IV~
TEJIbHO MPOTEKAIOIIask CHCTeMHasl 00JIe3Hh HAKOTUICHHS,
TO C BO3PACTOM IOJKHO IIPOMCXOIUTDL YBEJIMUCHHC JHIC-
JIa CJlyyaeB aMUJIOMIO3a B BO3PACTHBIX Koroprax. Tak, cy-
IIsI TIO0 TAHHBIM JIMTePATyPHI, Y JIUII, JOCTUTIIHX ITPEKIIOH-
Horo Bo3pacrta (ctapie 70 j1eT), OCHOBHOM IIPUIMHOM cep-
IEIHOM MATOJIOTUM CTAaHOBUTCS TPAHCTUPPETUHOBHIMA
ammmonno3 muokapma (ATTRwt — assotiation transthyretin
wild-type amyloidosis — aMuia01103, BEI3BAaHHBIN HEMY-
TAHTHBIM, «TUKUM» TPAHCTUPETUHOM). B 3aBUCMMOCTH OT
M3ydaeMOoU MOIyIsiuu cpenHuit Bo3pact Hauama ATTRwt
cocrasiset 65—70 ner, [53]. [pu ayroncun y 10-25% mro-
neit crapire 80 JIeT BBISIBIISICTCST aMILTOMIO3, TIPON3BOTHBIMN
ot ATTRwt, KOTOpHBIi1, BO3BMOXHO, SIBJISICTCS NPUYNHON
cMmeptu 50% mroneii crapine 90 et [54]. Tak, nmpu nBania-
TIJIETHEM IIPOCTICKTUBHOM HaOIIoneHNM 121 mammenTa ¢
ATTRwt (cpemHmit BO3pacT IIpU BKIIIOYCHUH B UCCIICIO-
BaHue — 75,6 net, D 62,6+87,8 n1eT) 5-1€THSS BbKUBae-
MOCTb cocTaBuia 35,7%, a IpUYMHOM CMEPTHU SIBJISLIACH
XCH, Bwi3BanHasg ATTRwt [55]. YBennueHMe 4acTOTHI
AMIIOMIHOTO TTOPaXKeHMSI MUOKapIa ¢ BO3PACTOM PE3KO
yBenuuuBaetcs (puc. 1).

Takum o6pazom, ATTRwt mpusHaeTcss BaXKHON pUYIM-
HOW CepIeYHON HETOCTATOYHOCTH [56], a OOJIBIINHCTBO aB-
TOPOB, 3aHSIThIX ITpoOeMoit ATTRwt, TpuxonsiT K BEIBOLY,
yto ATTRWt gBJIsIeTCSl HEOOLIEHEHHOM MPUYMHOMN 3a00-
JIEBaeMOCTH I CMEPTHOCTH CPEIH CTapeIOIIero HaceICHMS.

0,9
Chart Title
0,41
0,3
0,023
—
Jo 50 net 50-70 ner 70-90 ner Crapmie 90 net

Puc. 1. YacToTa BCcTpeyaeMocTu amunongosa Mnokapaa (%) B 3aBucMmocTy oT BospacTa. [padpurk noctpoeH no aaHHbim J1.B. Kosnosckoii n ap. [58].
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CremyeT 3aMEeTHTh, YTO TPAHCTUPPETUHOBEII aMUJIO-
W03 SIBJISICTCS CICACTBUEM PsIIa MyTallnii (He BCeX) B re-
HE TpaHCTUPPETUHA U Jallle BCTpedaeTcs TP mepudepu-
YeCKOU CEHCOMOTOPHOI HEBPOIIATUM, YeM IIPH BO3PACT-
HOM matoyioruu Muokapaa [57].

DT maHHBIC TOATBEPXKIAIOTCS Pe3yIbTaTaMM MCCIIC-
moBaaus 2012 B CIIIA. Bruno 3apeructpuponano 15 737
ciiygaeB aMmmionao3a Muokapaa. A B mepuon ¢ 2000 mo
2012 1. HaOMIOHaICS 3HAYMTEIIBHBIN POCT TTOKa3aTelIsI pac-
npoctpaHeHHocTH (¢ 80 1o 170 mHa 1 000 000 yenoBEKO-
JIeT) ¥ TToKa3aTesrs 3a0oaeBaeMocTH (¢ 180 mo 550 Ha 1 000
000 uestoBeKO-J1€T), HanboJjee 3aMeTHbIH rmociie 2006 r. 3a-
00JIeBaEMOCTD U PaCIIPOCTPAaHEHHOCTb 3HAYUTEIEHO BO3-
POCIU CPear MYKUMH, ITOXWIbIX JIIoAeH 1 adpoamepu-
KaHIIEB. ABTOPHI TIPUIILIA K BEIBOAY, YTO YaCTOTa M pac-
TIPOCTPAHEHHOCTD CEPACYHOTO aMUJIONIO3a BEIIIE, YeM
CUNTAJIOCh PaHEe M CBA3AJIN 3TO C YIIyYIICHUEM OCBEIOM-
JICHHOCTH 00 aMWJIOMI03¢ W TUaTHOCTUYECKOM HACTOPO-
JKEHHOCTU. ABTOPHI PEKOMECHIYIOT IeJICHAIIPaBICHHBIA
TIOMCK aMIJIOWI03a MUOKAapaa TPy IMIepBUIHOM oOpariie-
HUU MALUEHTOB >65 JIeT, FOCIUTAIU3UPOBAHHbBIX C CEp-
JIEYHOI HEeTOCTaTOYHOCTHIO [59].

B 0630pe muteparypsl 3a iepuon 2005 o 2016 r. oru-
caHo 542 ciaydass CMMIITOMAaTUYeCKO# HacJIeICTBEHHOM
TPaHCTUPETUH-aMIWIONTHOU TTonuHelipornaTtun (ATTR-
PN). [IpubausurensHo 18% ciyyaeB ObUIM U3 CTpaH, Tae
ATTR-PN TtpanuiimonHo cuuraercs sHaeMmuueckum (ITop-
tyranus, SAnonus n LBenust). YcTaHOBICHO, YTO HAN00-
Jiee pacIpoCTpaHEHHbIMU FTeHOTUIIAMU CPeAu 65 reHOTH -
OB, TpeACTaBJIeHHBIX B BeIOOpKe, ObIu Val30Met
(47,6%), Ser77Tyr (10%), Ala97Ser (6,5%) u Phe64Leu
(4,4%) |32]. OueHo4YHAas1 paCIIPOCTPAHEHHOCTb B MUPE MO-
XKeT cocTaBisaTh 38000 60bpHBIX [33].

PacnpocTpaneHHOCTh U 3a00JIeBa€MOCTh HelipoIia-
i ATTRV30M na Kurnpe cocrasnstior 54 : 1000000 u 3
: 1000000 cootBeTcTBeHHO [34]. O11eHKa BCEX CITydaeB Ha-
ciencteeHHoro ammtonnosa B Llsermu 3a 2001—-2008 rr.
TIO3BOJIMJIA BBISIBUTH HEBPOIATUUYECCKIE M HE HepoITaTHIe-
ckue popmul. He Heliporatuueckoe 3a0oJieBaHKE OBbLIO O1-
arHocTUpoBaHO y 210 TManmeHToB ¢ 9YacToToi 2,83 Ha MJTH, a
ceMeliHast amwiouaotTndeckas rnonuHerponarus (FAP) 6bi-
JIa JUarHOCTUpoOBaHa y 221 manueHTa, ¢ yactoroii 2,02 Ha
mitH [35]. TTo maroreHe3y nanHas (hopMa aMIJIOMI03a SIBJIST-
eTcs caencTBreM myTanuu B TeHe TTR, To ecTh, mpencras-
JIIeT OO0 TPAHCTHPETUHOBYIO AMILTOMIHYIO ITOIMHEIPO-
naruio. B IMopryramum 3a nepuon 2010-2016 rr. cpennue
noka3zarenu 3aboneBaeMoctT ATTRV30M cocraBunm 8,7 :
1 000 000. Ouenennas B 2016 r. pacrpocTpaHEeHHOCTH CO-
craBwia 229,3 : 1 000 000 B3pocibix xxuteeii (45,8% myx-
YNH; cpeaHnit Bo3pacT: 52,3 £ 15,4 rona) 1 cOCTaBUI POCT
pacnpoctpaHeHHOCTU Ha 16% 3a nmociennue 25 et [36].

TakuMm o6pa3om, HacJIeICTBEHHAsI TPAHCTUPECTUH-
amwmtonnHast momHeiipornaTtust (ATTR-PN) BctpedaeTcst
10 BCEMY MUPY TIPU OIICHOYHOM PacIIpOCTPaHEHHOCTH 38
000 [33] ¢ MakcuMaTbHOI 3a00JIEBAEMOCTBIO B DHIEMMUY-
HBIX pETUOHAX, TI¢ TOMUHUPYIOIICH MyTaIlleH SIBIISICTCS
Val30Met. Cepbe3Hoii TTpo0IeMOIf TTOKWIIBIX JTIOIEi IB-
JISIeTCS cropagmdeckas (popma cTapuecKoro (CeHUIbHO-
T0) CUCTEMHOTO aMIJIONIO3a, IPUIMHON Pa3BUTHSI KOTO-
pOTO SIBJISTFOTCS TpaHCTUPETUH AuKoro tuma (ATTRwt).
Ero oGHapyxuBaior 25% moneit crapiie 80 et [54] u'y
90% crapiie 90 et [58].

HpyruM HamboJIee YacTO BCTPEUAIOIIIUMCS OCIIOKHE-
HHEM BO3pacTa SIBJISIeTCS IPOTEHHYPHUSI, Jallle BCETO CBS-
3aHHAas ¢ TJIoMepyonatusiMu. Ha Matepuaie 6uoricuu u
KIMHUYIECKUX TAaHHBIX 352 MallMeHTOB-TIOISIKOB C TIPOTE-
MHYpHEN B Bo3pacTe >65 JIeT aMIIONI03 II0YeK 0OHapy-
xkeHy 13,9% [60]. ITpu perpocrieKTUBHOM aHaiu3e 36 my-
OvKanuii, comepkamux Matepuai 10 727 nuarHoctude-
CKUX OMOTICUI TIOUEK ITO TTOBOY IIPOTEHHYPHH AMIJIONIO3
obHapyxeH B 10,19% ciydaes [22]. AMIIOMI03 CEMEHHBIX
ITy3bIPHKOB B MaTepuajie afcHOMBI IIPOCTATHl BBISIBICH
B 4,8% ciyyaeB, CpeqHMI1 BO3PACT NALUEHTOB-TYPKOB CO-
ctaBui 66,2 roga. [1py 5TOM OTJI0KEHUST aMIJIONIA HE Obl-
1 0OHAPYKEHBI B KPOBEHOCHBIX COCYIaX B CEMEHHBIX ITy-
3bIpbKaX WK ITapeHXUMe IIPeACTaTeIbHOM XKee3bl [61].

boaeznv Arvueeiimepa. OmMHO3HAYHO HE YCTAaHOBIICHO,
SIBJISICTCSI JTV TIPUIMHOM 00J1e3HM AJTbIITeiiMepa COITyTCTBY -
OIIMIA 3TOM ITaTOJIOTUH aMIJIOMIO3 TOJIOBHOTO Mo3ra. TeM
He MeHee, aMIUTIOMIHOE TTOpaXkeH!e TOJIOBHOTO MO3Ta TP
Ooire3HMN AJTbLreiiMepa M IeMEHIMSIX albITeMEPOBCKO-
ro TUTIA KaK TIpaBUJIO OOHapyxKuBaeTcs. TeM He MeHee,
CUUTACTCSI, YTO TOCTOBEPHBIC SMUIACMUOIOTIECKIEC TaH-
HBIE T10 00J1e3HM AJIBLITeiiMepa HEMHOTOYKCIIEHHBI [62].

B CIIIA pacripocTpaHeHHOCTb JEMEHITNH B TPYIIITE JIALI
71 roma u crapure coctasuia B 2002 1. 13,9% — ~3,4 M
yesmoBeK. COOTBETCTBYIOIIVE 3HAUCHMS 71T 00JIe3HN AJTh-
ureitmepa cocraBuwin 9,7% u 2,4 muH denosek [63]. Io-
CKOJIBKY umciieHHocTh HacenaeHuss CIIIA B 2002 romay co-
crasisia 288,37 MiTH, pacdeTHas 3a00J1eBaeMOCTh 00JIe3-
HbIo Anbireiimepa — 8322,641 : 1 000 000 gesnr. Meraanaaus
pacmpocTpaHEeHHOCTH 0oJie3HM AJbLreiiMepa cpenu ad-
PHUKaHCKOTO 1 KaBKa3cKoro HaceneHus B CIIIA mokasai,
YTO pacdyeTHas pacIpOCTPaHEHHOCTb 00JIe3HU AJBIITeii-
Mepa [Ij1s1 00euX TPYIII B COBOKYITHOCTU cocTaBuia 8,3%
[64]. ABTOpBI, OCHOBBIBasICh Ha TaHHBIX Bropo repenucu
HaceneHus CIIA (http://www.census.gov/population/
projections/data/national/2014/summarytables.html),
npeanoJjaras 4ro HaceneHue CIIA 65-neTHero Bo3pacTa
u crapie K 2060 r. yBenuantces 6ojiee YeM BIBOE, IIPOIHO-
3UPYIOT YBEIMUCHUE HATPY3KHM Ha OOIIECTBEHHOE 3ApaBO-
oxpaHenne CIIIA 3a cueT yBeJMUYeHUST YKcIa OOJbHBIX
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¢ 6osre3HbI0 AnblreiiMepa. Bo @panumu nmpeamnonaraemast
pacIpocTpaHeHHOCTh 00JIC3HI AJTBIITeliMepa Cpeau Hace-
JeHud crapie 65 et B 2010-2011 1. cocraBuia 6,3% [62].
W3 anHanm3a uccieqoBaHU pacIpoCcTPaHEHHOCTH 00J1e3-
a1 Anbrreiivepa B Kurae B mepron ¢ 2001 mo 2017 1. 0611
clieJiaH BBIBOJI, YTO OHA COCTaBJISIET 4% U yBeIMUMBAETCS
¢ Bo3pactoM [65].

AL-amuaoudos uau naazmoxaemounas ouckpasus. Paz-
JINYAOT TICPBUYHBIN CUCTEMHBIN amuionno3 (AL), MHO-
XKecTBeHHYI0 Muesromy (MM), Makporio0yInHEMHIO
BampoencTpema (WM), MOHOKIIOHAJTBHYIO TaMMAITaTHIO
HeonpeneneHHoro xapakrepa (MGUS) [6]. AL-amunonno3
pa3BHUBAETCA B pe3y/IbTaTe BHEKIICTOYHOTO OTIIOKCHUS (DU~
OpWJLT M3 MOHOKJIOHAJIbHBIX aHOMAJIPHBIX JICTKMX LIeTICi
MMMYHOTJIOOYJIMHOB, CEKPETUPYEMBIX KJIOHOM TIIa3MaTH -
yeckux KieTok. [IpumepHo 10% naLmeHTOB ¢ MHOXe-
CTBEHHO MHeIOMOi MMeroT ammtonno3. [1o marabM Mc-
CIIeIoBaTeIbCKOTro (poHIAa MHOXECTBEHHOM MMETIOMEI
(2002), B CoenmuenHbIX I1ITaTax HACUNTHIBACTCSI OKOJIO
45 000 gestoBeK, XXMUBYIIUX C MHOXECTBEHHOI MUEJIOMOIA,
M KaXIbIi FO AMarHOCTUpYyeTCs npuMepHo 14 600 HOBBIX
ciyuaeB 3a0oeBanus. C 1991 mo 1995 r. ctaructnyeckue
IaHHBIC CBUICTEILCTBYIOT O COKpAIICHNHY YCIa CIIyJacB
CMEpPTH OT OOJBIIMHCTBA BUIOB paka. MHOXeCTBEHHAs
MUEJIOMA SIBJIICTCS OMHUM 13 3 BUIOB OHKOJIOTHH, YBEIIH -
YHBAIOIIMX CMEPTHOCTb KaK MYK4MH — 5,6%, TaK U XXeH-
wuH — 3,6% [51]. Beicokuii BKJIaj B 4aCTOTY BCTPEUaeMO-
CTH BCEX CIyJIaeB raMMaIlaTUif BHOCHUT OJINTOCEKPETOPHAS
MGUS. Ycranosneno, uto noiast MGUS 6e3 MuenoMbI co-
craBisgeT 95%. B oomieit momnyssiin MGUS BuISIBIISIETCS
y 3% mioneit k 50 romam n 'y 5% — x 70-tu. MGUS moxer
SIBIISITBCS] TIPUIMHON pa3BUTHUSI XPOHUIECKOTO TIIOMEpPY-
noHedpuTa, 00Ie3HEH TeTTO3UITNN MOHOKJIOHATLHBIX M-
MYHOTJIOOYJIMHOB MJIM MMMYHOBOCITAJTUTEILHBIX TTPOIIEC-
COB C ITOopaxkeHNEM TieprudepruIecKoit HEpBHOM CHUCTEMEI,
cepaia, KOXH U APYTUX OpraHos [66].

I1pu cucteMHoM AL-amMuionno3e B aTOJOTMYECKUI
TIpOoLIecC MOTYT OBITh BOBJICUCHBI BCE OPTaHbI, KPOME IICH-
TpaJIbHOM HEPBHOM cucTeMBbI [67]. AL-amMuionmos BcTpe-
gaeTcs B 5—10 pa3 pexe, 4eM MHOXKECTBEHHAsI MAEJIOMA,
TEeM He MeHee, B 3aIllafHBIX CTpaHaX OCTaeTCsI Hamboee
pacIpoCTpaHEHHBIM THIIOM CHUCTEMHOTO aMHJIOMIO-
3a. CumTaercs, YT0O UMMYHOTJIOOYIMHOBBIN aMIJIONI03
JIeTKmX 11erieit (AL) sBIsIeTcs caMbIM pacIpoOCTpaHEeH-
HbIM (3a00seBaemocthb 9-10 : 1 000 000 B rom) u Hanubo-
Jiee TSDKEJIBIM, TTOCKOJIBKY OH YacTO ITOopakaeT Cepille
[68]. DTu gaHHBIE COITIACYIOTCS C APYTUM UCCIIEIOBAHMU-
€M, B KOTOPOM corocTaBjieHa 3abojieBaeMocTh AA- 1 AL-
amuiionao3oM. Tak 3a601eBaeMOCTh AA-aMUIONUI030M
coctaBuiia ipumepHo 2 : 1 000 000 yenoBeK B ToI, TOTAA
Kak 3a001eBaeMoCcTh AL -aMUI0MI030M MEHSIJIACh B TIpe-

nmenmax 3-13 : 1 000 000 yeaoBeK B TOJ, OOBIYHBINA BO3paCT
Hayajia 9TUX IBYX TUITOB COCTAaBJIsIET OT 55 10 60 srer [16].
B npyromM mcciemoBaHUM TaKKe MOTYEPKUBACTCS, UTO
AL-amuionno3 BcTpevyaeTcs yalle ApYyrux TUIIOB aMUJIO-
MI03a : TaK Ha ero J0JI0 B BemKoOpuTaHUM TPUXOIUT-
cs1 65%, a B Knrae 93% maumeHTOB C JUAarHO30M aMUJIO-
nno3. [IpenpacronoxkeHHOCTh K pa3BuTuio AL amunonno-
3a B Kri'Tae BO3MOXHO BBIIIIE Y MY>KYMH, YeM Y XKCHIINH,
110 CpaBHEHMIO C 3allalHBIMU cTpaHaMu (2 : 1 IpoTuB
1,3:1). Kak Ha BocToke, Tak 1 Ha 3amae 3a00J1eBacMOCTh
YBEJIMUMBAETCSI C BO3pacToM [2].

[Tpu peTpOCIIEKTUBHOM M3yYeHUU TaHHBIX TTAIlCH-
TOB C TOYEUYHOI HEAOCTATOUHOCTHIO, IIPOXOIUBIITNX JIC-
yeHue 3a repuon ¢ 1 sasaps 1992 r. o 30 mrons 1997 r.
(375 152 maumenTa) B 6oabpHUIIaX CIIIA MHOXeCTBeHHAS
Muenoma Habonanack y 3298 maneHToB, YTO COCTaBU -
110 0,88%. BYyXJIETHSISI CMEPTHOCTD OT BCEX IIPUYMH Y Ma-
IIMECHTOB ¢ MHOXXECTBEHHOM MUEJIOMOI B TCUCHHE TIEpH-
oza ucciegoBanus cocraBmia 58% mportus 31% y Bcex
npyrux nmarreHToB (p <0,01 mo KpuTepuio JoraprpMmde-
ckoro panra) [69]. 1o apyrum JaHHBIM, 3a00J1€BAEMOCTh
AL-aMWI0MI030M B IIOMYJISIIUSIX, TTO-BUANMOMY, CTa-
ounbHa. Tak B mtate MuHHecoTta (CILIA) cpemHmit Bo3-
pacT 601bHBIX AL-aMUJIONI030M HA MOMEHT MOCTaHOB-
Ku nuarHo3a coctasuia 76 et (D-+38-90 net). 3aboseBa-
emocTb AL-amumonmo3om ¢ 1990 1o 2015 r. ¢ monmpaBKoit
Ha Bo3pacT 1 noJt coctaBuia 5,1—12,8 : 1 000 000 uenoBexo-
JIET ¥ TIPAaKTUIECKU He MEHSIIACh B TCUCHUE MCCATIIICTUIA,
ocrtaBasich Ha ypoBHe 1,1, 0,9 u 1,6 Ha 100 000 yesoBeKO-
JIeT 6e3 KaKoro-jambo yBeJInyeHusI B TeueHue 26 jeT. AB-
TOPBI, MCXOIS W3 3TUX JAHHBIX, IIPEITOIOXKMIN, 9TO B
CIHIA exXeromHo MOXHO OXMAATh 3852 HOBBIX clTydaeB
AL-amuionno3sa [70].

B nccnegoBannm, oxsareiBatolieM nepuon ¢ 2007 mo
2015 ., 6BIJTO OOHAPYKEHO, YTO PACIIPOCTPAHEHHOCTH
AL-ammnonno3sa B CIIIA 3HaumTebHO Bo3pocia ¢ 15,5 :
1 000 000 B 2007 t. mo 40,5 : 1 000 000 2015 1., 9TO CO-
CTaBJISIET exXeronHoe udMeHenue Ha 12%. B Toxe Bpewmsi,
3abo0sieBaeMOCTh Kosebanachk oT 9,7 mo 14,0 : 1 000 000
YeJIOBEKO-JICT 0€3 CTaTUCTUICCKN 3HAYNMOTIO YBEJIMIC -
Hus. B TeueHme 9-n1eTHETO Meproaa HaOIIOIATIOCh YBe-
JIMYEeHUE pacTpocTpaHeHHOCTH AL-amMuiaonmo3a B coue-
TaHUU CO CTAOWILHBIMHU ITOKA3aTeJIIMU 3a00JIeBACMOCTHU
[71]. UmeroTcst, pe3yJibTaThl IBYX aHAJIOTUMUHBIX HCCIIE-
IOBaHUI, TPOBEICHHBIX IIPUMEPHO B OMHO BpeMsI, CYIIIe-
CTBEHHO pacXOAsTCs KaK KOJUYECTBEHHO, TaK U B OIICH-
Ke TeHICHUNI K CTAOMIN3aLNY M POCTY 3a00JIeBaeMO-
¢t AL-aMI1onI030M.

AHaJIOTUIHBIC JaHHBIC TIPUBOISITCS 10 peruoHy JIm-
My3eH (Ppannums), Tae JaHHBIe PeTHOHAIBHOI 3a00JIeBa-
eMocTi AL-aMmIonao30M OBIIN CBEIEHBI B ICUCPITHIBAIO-
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yto I poByIo 0a3y JaHHBIX: CPETHUIA BO3PACT OOIBHBIX
coctaBui 72,5 roga (70% MyK4uHBI), a 3a00J1€BAEMOCTh
12,5:1 000 000 cygaeB. PacueTHas paciipocTpaHEeHHOCTD
AL-ammionno3sa 3a nepuon ¢ 1 saBaps 2012 1. o 31 ne-
Kkabpst 2016 1. cocrasuia 58 : 1 000 000. OcHOBHOI TTpU-
YMHOM 3a00JIeBaHUs ObLIa MHOXKECTBECHHAsI MUEJIOMa —
41% cnyuaes [72]. PacuerHast 3a00J1eBa€MOCTD KUTEIEH
KBuHcmenma (ABCTpanmst) aMIJIONIO30M C IIpeodraga-
meit popmoit AL co cpegHnM Bo3pacToM 66 JIeT CoCTaBH -
ma 12,1 : 1000 000 yenoBeko-ieT. Y 72% o6caen10BaHHBIX
C aMUJIOMIO30M OBIIa BEISIBIICHA TUCKPa3us TIa3MaTHIe-
CKUX KJIETOK 1, COOTBETCTBEHHO, TTapaIripoTenHeMust [73].

06cyxpeHune

Wrak, cylecTByeT OOJbIIOE YUCIO STUOJOTUYECKUX
(bakTOpOB, BHI3BIBAIOIINX CUCTEMHBII VTN JIOKAJTBHEIN,
MPUOOPETEHHBIN WIN HACIEICTBEHHBIN aMmiIonmo3. Pac-
MPOCTPAHEHHOCTh 1 3a00JIEBAEMOCTh IPU MX OLIEHKE IT0
3THOJIOTUYECKOMY MPU3HAKY, ITOCKOJIBKY OIICHUBACTCS,
KakK MpaBWJIO, OJIHA HO30J0ThUYecKas (hopMa, OKa3bIBaeT-
cs HI3KOM, UYTO CO3IAeT JIOKHOE BIIeUYaTICHUE, YTO aMHU-
JIOMI03 BCTpeUYaeTCsT OTHOCUTENBHO peako. B oTHomeHNM
pacpoCcTpaHEeHHOCTH HEKOTOPHIX (hOPM aMUJIONI03a 10-
MYJISLUOHHBIC UCCIIEAOBAHWS, BUIUMO, HE TIPOBOIMINCH
HuKorma. Ho, eciim Bce M3BeCTHBIC TaHHBIC CBOAUTH B €1 -
HYIO KapTUHY, 0Ka3bIBAeTCs, YTO aMIJIOUI03 SIBICHUE Ya-
croe. OcoOeHHO HACTOPaXKMBAET, UTO YMCIIO OOJIbHBIX aMU-
JIONIO30M YBEJIMYMBACTCS C BO3PACTOM, UTO BO3MOKHO
SBJISIETCS OOHOM, €CJIM HE TJIABHOW, MPUYNHOU CMEPTU
JnoaroxuTeneit. boyiee Toro, aMuiIOn103 MOXET OKa3aTh-
CsI 10 CUX TIOp He M3YYeHHOM MMPUYMHOM BO3PAaCTHOM TTaH-
nuTorneHUH. TakuM o0pa3oM, ¢ YBeTMUEHUEM ITPOITOIKI -
TEeJTBHOCTH XKU3HHU, CIeIyeT OXUIATh U YBEIIMICHUS pac-
MPOCTPAaHEHHOCTU aMUJIOUI03a.

MexaH13M OBPEXIAIONIETO ISHCTBIUST aMUAJIONIA U3~
Y4eH HeIOoCTaTOYHO. AMUJIOUA SIBJSIETCS aOCOIIOTHO
WHEPTHBIM BelllecTBOM. [1py r’MCTOIOrMYECKOM MCCIIEI0-
BaHUHU TTOPAaKEHHBIX OPTaHOB HE BHISIBJICHO HU IIPU3HAKOB
BOCTIAJTMTENIPHOM peaKIMy Ha aMUJIONI, HU HEKpo3a KJIe-
TOK OKPY:KaIOIINX TKaHel. HeT Takke 1 IIpsIMOii 3aBUCH-
MOCTH MEXIy KOJTMIECTBOM JICTIO3UTOB aMUJIONAA U CTe-
TeHbIO HapyIIeHUs (PYHKIIMHU OpraHa Y OTASIbHBIX ALl -
eHToB. OIHAaKO eCTh KJIMHWYEeCKNEe HAOJIIOACHUS, YTO
CKOPOCTh OTJIOXKEHHST aMUJIONIA TIPSIMO BJIMSIET HA TEMIT
pa3BUTHS 3a00JIeBaHUsI, KOTOpOe ero Bbi3Bajo [74]. Ckia-
IBIBAaeTCS BIIEUATIICHNE, YTO OTIOXEHUS aMIUIONIA TIPO-
CTO 3aHMMAIOT Ty YaCTh ITPOCTPAHCTBA, B KOTOPOI TOK-
HBI OBUTH OBI pacIiojiaraThCs KIETKH W (DYHKIIMOHATBHAS
cTpoMa opraHa. IToxoxe, 4To aMuIoua 3aMelaeT KoJia-
TFeHO-3J1aCTUHOBYIO MaTpully opraHa. OTCyTCTBUe ecTe-
CTBEHHOT0, (PM3UOJOTUUYECKOTO MPOCTPAHCTBA MIJIsI 3ace-

JeHnst nudhepeHINPOBAHHBIX KJIIETOK M UX TIPEIIIeCTBCH-
HUKOB 3aKaHYMBACTCS MAHIIUTOIICHUEH B IMTOPaKeHHOM
opraHe, CHIDKEHHEM ero (DYHKIIMOHAJIBHOTO pe3epBa U B
KOHEYHOM HUTOTe TMOEIIbIO BMECTE C OPTaHM3MOM. DTO TI0-
XO3Ke Ha 00pa3oBaHMe pyOIIOBOI TKAHM.

Mezxay TeM, rmopa Obl 0TKa3aThCsl O TIPEACTaBICHUN 00
aMmIonIe KaK O OeJIKe WIIM TJIMKOIIPOTECUHE, TTIOCKOJIBKY
CYIIIECTBYET OYCHB OOJIBIIOE KOJMICCTBO MCCIICIOBAHUIA,
TTOCBSIIICHHBIX M3YYCHUIO CTPYKTYPBI aMIJIONIA 13 KOTO-
PBIX CIIEAYET, 9TO aMUJIONI — CYIIPaMOJICKYIISIpHAs HaHO-
CTPYKTYpa, MMEIOIIAsT OTJIMIHEIC OT 0eIKa (PH3NKO-XIMIUIC-
CKme cBoiicTBa. MeTomaMu peHTTEHOCTPYKTYPHOTO aHaJIi3a
[75-77], anekTpoHHOIT MUKpocKoru [78—80], peHTreHOB-
CKOI MUKpokpucTtautorpadum [81], hiryopeciieHTHOM MU~
KpocKonuu [82], aTOMHO-CHIJIOBOM MUKpockoruu [83, 84],
SIepHO-MarHUTHOTO pe3oHaHca [85], 0eJIKOBOTO CUKBEH-
ca [86, 87] yOeauTeIbHO TOKA3aHO, YTO ITIEPBUYHOM CTPYK-
TypOii aMWJIONJIA SIBJIIETCS HaHOTPYOKa [88], obpasyemast
TIETITUIHBIMA (hparMeHTaMM, BCETIAa M3 OMHON 1 TOI Ke He-
3HAYUTESIHHO pa3IMJYaIoIeiics ITOCIeI0BaTeIEHOCTH aMy-
HOKUCIIOT [89]. BT hparMeHTHI B pe3yJIbTaTe CaMOCOOPKI
He3aBepIIeHHbIMU KOJIbLAMU CITUPAIBHO YKJIAIbIBAIOTCS B
OIIHOOCEBOM KPUCTAJUT — HAHOTPYOKY, ITOCKOJIBKY OMMHA-
KOBBIC aTOMBI, IMEIOIIINC ONMH 1 TOT XK€ TTOPSIIKOBEII HO-
Mep B ITOCJICIOBATEIIBHOCTH, PACTIONOXEHBI CTPOTO YIIOPSI-
IOYEHHO IPYT OTHOCUTEIHLHO Ipyra Kak B Kpucrtayie [78].
ITo aT0i1 IpMuMHe Yepe3 Kaxabie 4 060poTa 1o JIIMHe TPyo-
KU1 00pa3yeTcst N30BITOYHBIN MOJIOXKUTEIbHBIN 3apsi, CIIy-
KAl MECTOM CBSI3BIBaHUSI, HAIIpUMEpP, KOHTO KPacHOTO,
CybhaTHBIEC TPYIITEI KOTOPOTO pa3HECEHBI B IIPOCTPAHCTBE
POBHO Ha PacCTOSTHHE MEXKIY TUMU ITYJIAMU TTOJIOKUTEITb-
HBIX 3apsiaoB [89], mIm TI00BIX IPYTUX OTPUILIATEIIBLHO 3a-
PSKEHHBIX MOJIEKYJI ¢ OTHOCHTEIIBHO PETYIISIPHBIM CTPO-
eHHMEeM, HaIlpUMep, TTOJIMCaXapyuaoB. YUUTHIBASI CIMHCTBO
(PU3NKO-XUMUYIECKIX CBOMICTB aMUJIOUIOB Pa3INIHOTO
IIPOMCXOXICHHS M UX TPEXMEPHOE CTPYKTYPHOE CIIMHOO-
Opasue, OHM JTOJKEH HaXOJAUThCS B OTHOM PSIIy C TAKUMU
CYIIPaMOJICKYISIPHBIMU OOBEKTaMU KaK TYOYJIMHOBBIC TPY-
00YKM U Ipyrue MUKpo(MIaMEeHThI, KOJITATeH U 31aCThH,
HO JUTSI 3TOTO JOJKHA OBITh OIpeneieHa ero (pU3MoIorn-
yecKast (QYHKIIMOHABHOCTD. Y JIIONeH, 3-aMWION, TIpe-
TTOJIOKUTEIBHO, SIBJISIETCS YaCThIO CCTEMBI BPOXKICHHOTO
nMMyHHUTeTa [91], ITOCKOIBKY TIOXOX Ha TICTITUIL 2pynhbl Ka-
TemuuuanHOB — LL-37 (KaTMOHHBII aHTUMUKPOOHEIH O¢-
JIOK 9eJIOBeKa, CITOCOOHBIN CBSI3BIBATHCS C OaKTePUATBHOM
MeMOpaHoit) [92]. B HacTositiiee BpeMst yCTaHOBJIEHO, YTO
Y MHOTHMX OaKTepUii aMUJIONT SIBJISIETCST (DYHKITMOHATTLHOM
CTPYKTYPOI1, y4acTBYIOILLIEel B 00pa30BaHUM MUJICH, Kypei
u OuoTuIeHoK [93—97].

Hawmu ¢ romorisio (iryopectieHInm TuodraBuHa Obl-
JI1 0OHAPYXKEHBI COIepKaIle aMIJION OaKTeprr POTO-
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BO1 OJIOCTHU B IETPUTE MUHIAJIUH, BEIICIICHHOM Y 00JIb-
HBIX C XpPOHMIECKIUM TOH3UJUITMTOM, TAaKXKe aMUJIOWIT OBLIT
00HapyXeH B IUTOIIa3Me 1 KIICTOUHOM SIIPE POTOBBIX
ame0 [98]. IToaTomy XpoHMYecKast OaKTepraaTbHast MH(DEK-
LIS MOXKET SIBIISITHCS 3THOJIOTUUECKAM (PaKTOPOM pa3BH-
TSI aMUJIONI03a HE KAaK areHT, BBRI3BIBAIOIINIT XPOHUYC-
CKO¢ BOCHaJIeHUE, a KaK MPOOYIIEHT aMIIONIa. DTO Mo-
3BOJIICT BHECTU CYIIECTBCHHOE YTOYHEHME B TCOPUU
TPOUCXOXKIEHUS aMuiionna (puc. 2). to TeM boJiee He0o-
XOIHUMO IIOTOMY, YTO OTHOCUTEIFHO HeaBHO OOHAapyKe-
Ha HOBas, paHee HEM3BECTHAS W ITOTOMY IIPOXOIMBIIIAST
MUMO CTaTUCTUKHU, hopma ammtonnosza — ALECT2 amm-
JIOUI03.

YTo 00BeINHIET 00CYKIaeMble BUIIBI aMIJIONI03a? —
ITaTorene3. HecmoTpst Ha 3HAUMTEILHOE Pa3IMIME TIPH-
YMH, THAULIMHAPYIOIINX aMUAJIONA03, OMHAXKIEI HAYaBIITICh
OH pa3BUBACTCS KaK CaMOCTOSITCIbHBIA aTOJTOTMIeCKUIA
mpoliecc. BHe 3aBUCHMOCTY OT ICTOYHUKA aMIUTOMIA, CaM
1o cede ¢ U3NKO-XMMUIECKOI TOUKH 3peHUSI OH OITHO-
POIICH U TIPpEACTaBIISICT CO00 (popMUpyeMBbIe 13 TICTITH-
OB HAHOTPYOKU C PETyISIPHBIM PaCITONIOKEHIE TIOJIOKH -
TeJbHBIX 3apSAI0B Ha MPOTSKEHHOCTH 3TOM Tpyoku [90],
TO eCTh, KaK 1 nmpotenH LL-37, aBiasgeTcsa katuoHom. Ta-
KO€ CTPOCHUE JIeJIAeT €T0 XOPOIINM CAaiTOM OTPHIIATEThb-
HO 3apsKeHHBIX OCJIKOB 1 osncaxapumaoB. O6pa3oBaHue
aMILTON -0C¢IKOBO-TIOJINCaXapUIHOTO KOMIUIEKCA TIpUIa-
€T eMy CTPYKTYPHYIO 3aBEpPIIICHHOCTb.

EcTb 1M ocHOBaHUE BBHIIEISITh AMUJIONIO3 B CAMO-
CTOSITEJIbHYIO HO30JIOTHIECKYIO (hOPMY C TTOApasaeIcH-
€M Ha TPYIIITLI 110 3THOJIormIecKoMy puHInmy? CKopee
IIa, YeM HET, TAKNMH COCTOSTHUSIMU SIBJISIIOTCSI, HAIIPH-
Mep, TUTIIEpTOHNYeCcKass 00JIe3Hb, XpOHMYECKAsI cepaed-

W3 aMuiiongoreHubIx
OEJIKOBIPE/IIIIECTBEHHIKOB!
AA-u AL-amunons

/

HasT HeIOCTaTOYHOCTh, XPOHWYECKAs MTOYeYHasT HeoCTa-
TOYHOCTL. 10 cBoeMy KITMHUYECKOMY TE€UEHUIO aMUJION-
JT03 TIOXO3K Ha XpOHUYECKYIO CEpIACYHYIO HETOCTATOUHOCTh
(XCH), o0a cocTtostHMSI: 1) TOMMATUOIOTUYHBI, 2) MOTYT
OBITh KaK TICPBUYHBIMHA, TaK U BTOPUYHBIMH, 3) HaOJII0Ma-
eTCsI IINTENIbHBIN 0eCCUMIITOMHBIN Tepuomn, 4) TMarHo3
BIIEPBbIE YCTAHABIMBAETCS, KOTJAa B OpraHu3Me 0OJIbHO-
IO YK€ MPOM30IIIN 3HAYNUTENIbHBIE, Y4aCTO HeoOpaTUMBbIE
W3MEHEHUs, 5) HAaOIomaeTcsl MOJIMOPTaHHOCTD TTOpaXKe-
Husg. Mexny tem, eciii XCH BbIzesieHa B CaMOCTOSITEI b~
HBII CUHAPOM, TTOIIEXAIII CTATUCTUIECKOMY YUIETY, TO
aMUJIONIO3 HE pacCMaTpUBAeTCsT KaK CAMOCTOSITEIbHbBIN
SMUAEMUOJIOTUYECKNI TTAaTTEPH U paslielieH Ha MHOXKe-
CTBO YAaCTHBIX CJTyYaeB B 3aBUCUMOCTHU OT STHUOJIOTUH 1/
IV OpTAaHHOTO MopakeHus. B pesynbTaTe cKiranbiBaeTC
JIOXKHOE BIieYaTJIEHNE O HU3KOM YacTOTe CITydaeB aMUJIO-
W03 B TIOIYJISIIIASX, 9YTO SIBHO HE CIIOCOOCTBYET Kak I10-
HUMaHUWIO TPOOJIEMBI, TaK 1 pa3paboOTKe CPeACTB U METO-
JIOB TPOMDUITAKTUKY U JIeYeHUS] aMWIOWIHON TTaTOJIOTUH.
MexXy TeM, eCJIv BCe 3TU YIYUTBIBAa€MbI€ IO OTIEIbHOCTH
BapyMaHTBl aMUJIOMI03a CBECTU BOSAMHO, KapTUHA 3a00-
JIEBaeMOCTH OyZIET COBCEM MHasl.

3aBepimast JajaeKo He MOJTHBIN aHaTU3 STTUIESMHOIIO-
TMH aMUJIONI03a, XOUETCS CIENaTh Psii TPYCTHBIX BHIBO-
IIOB. VI3 pe3ybTaToB psia MCClIeJOBaHMIA, ITOCBSIIIEHHBIX
STUIEMHUOJIOTUY aMUJIOUI03a, OCYIIECTBIIEHHBIX METOI0-
JIOTMYECKU Pa3HBIMU CITOCOOaMU HAOTIONEHUS U CTATUCTH -
YeCcKoi 00paboTKM cCOOpAaHHOTO MaTepuaja, HEeBO3MOXHO
MOJIYYUTh UCTUHHYIO KapTUHY PacIpOCTPaHEHHOCTH U 3a-
6osreBaeMOCTH aMuTong030M. CTaHOBUTCS TOJIBKO TTOHST-
HBIM, YTO aMUJIOUI03 BCTPEYAETCs TOpa3io vallle, YeM 3TO
MPUHATO AyMaTh. [1pMIMHOIT TOTOOHOTO COCTOSTHUS aMK-

Hponcxoxc,uem/le aMuJIouzia

AL-amunonsg

IpoayueHt kioHal
[JIa3MaTHIECKUX KIIETOK

[IponyneHT eikonUTOB

LECT?2 amuiionjg

Puc. 2. Knaccrdrikaums ammnonga no nponcxoXaeHuio.

[Iponynent 6akrepuii
U TIPOCTENIINX
AA-amuiiong

104



Pathological Physiology and Experimental Therapy, Russian journal. 2021; 65(2)

Review

DOI: 10.25557/0031-2991.2021.02.94-108

JIOUTHOM HpO6I[6MBI SABJIACTCA Hp€O6I[a,I[aHI/IC OTHUOJIOTU-
YeCKOro MBILIJICHUSI HaJ ITaTOTeHeTUYeCcKuM. BeigeneHue
aMuMiIongo3a B CaMOCTOATEIbHYIO ITATOJIOTHIO CKOPEE BCETO
BBIBCICT €Iro Ha OAHO U3 IIEPBbIX MECT B ITPUYMHAX CMCPTU.

BbiBOAbI:

1. EZMHBIX COMOCTaBUMbBIX CBEAEHUI O pacrpocTpa-
HEHHOCTU U1 3200J/1eBA€MOCTU aMUJIOUI030M HET;

2. HeoGxonuMo BBeeHUE 00513aTeIbHOTO UCClIeI0Ba-
HUS MaTepuasa OMOTCUI U ayTONCUI Ha HAJTMYKe aMUJIO-
WA C TIOMOIIBIO OKPAIIMBAHUS KOHTO KPAaCHBIM;

3. Heobxonumo co3nanue 1 poBoro HallMOHaJIbHO-
ro peecTpa 00JbHBIX aMUJIOUI030M;

4. Heobxonuma pa3paboTKa METOIOB PaHHE! MPUXKU3-
HEHHOM AMarHOCTUKU aMUJIOM103a, BO3MOXKHO, Ha OCHO-
BE MPOTEOMHOTI0 aHaIM3a IJ1a3Mbl KPOBU.
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