Ha npaBax pykonucu

Pamees Buen Bunesnu

CHUCTEMHBI AMMJIOMI03 HA COBPEMEHHOM DTATIE: POJIb IIOPAYXEHIS TIOUYEK B
[TPOI'PECCHUPOBAHIN 3ABOJIEBAHVA, ITYTU OIITUMU3ALIMA JTUATHOCTUKU 1
YIJIVHIIEHMA TTPOTHO3A.

14.01.29 «Hedponorus»
14.01.04 «BuyTpennue 0one3Hm»

ABTtopedepat

AUCCEpTallM Ha COUCKAHUEC CTCIICHU JOKTOPA MEAUIMHCKHUX HAYK

Mocksa — 2020



Pa6ota Bemoanena B ®I'AOY BO Ilepssiii MockoBckuit I'ocynapcTBeHHBI MeTuImHCKII
Vuusepcurer umenu M.M.CeuenoBa (CeueHoBCKUil YHUBepcuTEeT) MUHUCTEPCTBA 3IPAaBOOXPAHEHHS
Poccuniickoit denepanuu

Hay4yHble KOHCYJIbTAHTBI

Axanemuk PAH, nokTop MeauIIMHCKHUX HayK, Ipodeccop

‘Myxml Huxonaii A.JIeRceeBnq‘

JIOKTOp MEMIIMHCKHIX HayK mpodeccop
JIbicenko Jlugus BiaraagumupoBHa
O¢uunanbHbIe ONMTOHEHTHI
CmupHoB AJiekceii BraamMupoBu4 — TOKTOp MEAUIMHCKUX HayK, mpodeccop, DI'BOY BO «Ilepsbiit
Cankr-IlerepOyprckuii rocyaapCTBEHHBIM MEIWIMHCKHKM yHHBepcuTeT uM. akaa. W.IL.ITaBmoBay
Munszapasa Poccun, HUM nedponorun, aupexrop, kadeapa nporneaeBTUKH BHYTPEHHUX Oosie3HEel,
3aBeAyOmMui kKadeapon
IIpoxonenko Enena UBaHOBHA — TOKTOP MEAMLIMHCKUX HayK, podeccop, 'BY3 MO «MockoBckuii
00JaCTHON HayYHO-UCCIIEIOBATEILCKUN KITMHUYECKHA HHCTUTYT uM. M.D.BraguMupckoroy, kadeapa
TPaHCIUIAHTOJIOTHH, HE(PPOJIOTHH U HCKYCCTBEHHBIX OPTraHOB (haKyJIbTETa yCOBEPIICHCTBOBAHNUS
Bpadeit, mpodeccop kadeaps
Boaruna I'aanna BaaaguMupoBHa — TOKTOp MEAUIIMHCKHUX HaykK, mpodeccop, PT'BOY BO
«MOCKOBCKHI1 rOCY1TapCTBEHHBIN MEIUKO-CTOMATOJOrnYecKkuil yuusepcuret uM. A.M.EBnokumoBay
MumnsznpaBa Poccun, kadenpa nedponorun, npodeccop kapeaps
Benymas opranmszamusi: ®I'AOY BO "Poccuiickuii HallMOHATBHBIN HCCIIEI0OBATEIHCKUIMA
MenuiHckui yauepceuteT umMenn H.U. [Tuporosa " Munzapasa Poccun
3ammra quccepranuu coctoutes «13» oktsaops 2020r. B 12.00 yacoB Ha 3ace1aHum
muccepranuonHoro cosera JICVY.208.001.05 B ®I'AOY BO IlepBsiii MockoBckHii
lNocynapctBennsiit Menuunnckuii Y HuBepcurer uM.J1.M.CeuenoBa (CeueHOBCKUI YHUBEPCTUTET) O
anpecy: 119991, Mockaa, yin. Tpy0Oenkas, 1.8, ctp.2
C nuccepranueii MOKHO 03HaKOMUTHCS B ['ocynapcrBennoi llentpansHoii Hayunoit MenuimHckoit
bubnuoreke ®I'AOY BO IlepBbiit MockoBckuil ['ocynapcTBeHHbI MeqUUMHCKUN YHHUBEPCUTET
uM.M1.M.CeuenoBa (CeuenoBckuii Yausepcrutet) no agpecy 119034, r.Mocksa, 3y6oBckuii OyibBap,
1.37/1 u Ha caiite www.sechenov.ru

ABTopedepat pa3zociaH « » 2020r.

VYueHsblii cekpeTapb

JIMCCEePTAIIMOHHOTO COBETA,
J.M.H., JIOLICHT Wz ' A.E.Bparuna
{ ;


User
Размещенное изображение


OBIIASI XAPAKTEPUCTUKA PABOTBI
AKTYaJIbHOCTb MIPO0JIEMBI.

3a mocieqHUE NECATUIICTHS CYIIECTBEHHO M3MEHWINCh MHOTHE TPEICTABJICHUS, KACAIOIIUECs
pOoOJIEMbl aMIJION103a. Y CTAHOBIIEHHUE TE€TEPOTeHHOCTH OEIKOBOTO COCTaBa aMWJIOHAHBIX (HUOPUILI
MO3BOJIMJIO TPUOJIU3UTHCS K TOHUMAHHIO MEXAHM3MOB pPa3BUTHS OTACIBHBIX (OPM aMHUIIOHI03a,
CO3/71aTh COBPEMEHHYIO KJIacCU(PHUKAIMIO aMHJION03a U 000CHOBaTh IU(depeHITMPOBAHHBIC TI0OIX0 IbI
k neuenuto (Sipe JD, Benson MD wu coaBt., 2016). 3HaYMTENbHO PACHIMPHIMCH BO3MOYKHOCTH
BBISIBJICHHSI aMIJIOMI03a HA ATale PaHHUX MOJCKYJISPHBIX U3MEHEHUU MPU M3y4eHUH OMOMapKepoB B
OMOJIOTHYECKUX KHUIKOCTIX M OHOINCHUPOBAHHBIX TKaHAX. TaK, OCBOCHHE COBPEMEHHBIX METOJOB
BBISIBJICHUSI MOHOKJIOHAJIBHBIX OEJIKOB JJaJI0 OCHOBAHHE Il TOHMMAaHUS ITPOOIeMbl MOHOKJIOHAJIBHON
rammamnatua (MI') u accormuupoBanHoro ¢ Hei AL-ammiono3a kak 3HAYUTENHLHO OOJiee YacTOH,
umeroleil oodmierepanesruueckoe 3nadenue (Bradwell A.R., 2006, M.Gertz, 2018). AL-amunonio3
y)K€ HE OTHOCUTCS K OKCKIIO3MBHO PEIKOH, TPYAHOW NJs MUArHOCTHKHU MAaTOJIOTUHU W ampuopu
HEONMAronpusITHOH B OTHOIIEHWU MPOrHO3a. B TO ke Bpems, H3ydYeHHE MOJEKYISPHBIX OCHOB
BOCTIJICHUS TIPUBEJIO K MPU3HAHUIO BAKHOW POJIM ayTOBOCTIAIMTEIHLHBIX MEXaHU3MOB, OCHOBAaHHBIX HA
AKTUBAIlMM BPOXKJIECHHOTO HMMMYHHUTEeTa Oe3 BoBIeueHHs B u T-imuMdoruToB, B TeHE3e TaKOro
OCJIOKHEHHSI XPOHUYECKOro BocmaneHus, kak AA-amuiaonno3 (Myxun H.A., 1981, Kosnosckas JI.B.,
1974, Centola M., Aksentijevich 1., Kastner D.L., 1998). Buenpenue B pyTHHHYIO KIMHHYECKYIO
MPAKTUKY METOJIOB MOJICKYJISIPHO-TEHETHYECKOTO HCCIICJIOBAHUS CITOCOOCTBOBAIIO  YITYUIIICHHUIO
JIMarHOCTUKHU ceMerHbIX (hopM ammiongosa (Adams D, Suhr OB u coagrt., 2016).

KiroueBoit HOBAaIlMOHHON 4YepTON HBIHEUTHETO Mepuojia SBISETCS MOSBICHHE HOBBIX METOJIOB
JIeYeHUsl, OCHOBAHHBIX HA COBPEMEHHBIX 3HAHMUAX MOJEKYJSPHBIX OCHOB MaTOreHe3a aMHIIOH]I03a,
KOTOpBIE U3MEHWJIM KaueCTBO KH3HU OOJNBHBIX aMHJIOMA030M, MPOJIOHTUPOBATIH MOKa3aTeNlb OOIIei
BBDKHMBAEMOCTH.

Bo3MmoxxkHOCTH OOJiee paHHEW JIUAarHOCTUKA W HOBBIC TOJXOJBI K JICYCHHIO CHCTEMHOTO
aMWION03a M3MEHWIM K JIy4IlIeMy TpPOTHO3 OOJIbHBIX M OJHOBPEMEHHO OKa3aJid BIIHUSHUE Ha
OCOOCHHOCTH KIIMHUYECKOTO TeueHHUs 3a0oJeBaHUs, CTPYKTYpy (akTopoB pucka. B cBsi3u ¢ 3TUM
HEU30€)KHO BCTAJ BONPOC O Pa3pabOTKE HOBBIX KpUTEPHEB AH(PPEpCHINATHHOW TUATHOCTHKU WU
BeJICHUS OOJIBHBIX CHCTEMHBIM aMIJIOMI030M C YIETOM COBPEMEHHBIX TIOJIXO/I0B K JICYCHHUIO.

Crenenb pa3paboTaHHOCTH TEMBbI

C yueToM yKa3aHHBIX JOCTHKEHHI B COBPEMEHHOM IMOHUMaHHUH MPOOIEMbI aMHUIION 1032 TpeOyeT
CYIIECTBEHHOW KOPPEKITUH CIIOKHUBIIIASICS TPAKTHKA BEJACHHS OOJBHBIX Pa3HBIMH (POPMaMHU CHCTEMHOTO
aMUJION103a B OTEUECTBEHHOM 3/IpaBOOXpaHeHUU. VIMeromecs: cTaHaapThl HEAOCTATOYHO YYUTHIBAIOT

B(I)(I)CKTI/IBHOCTL JAUArHOCTUKU pa3HbIX TUIIOB aMMWJIONI03a, UX COOTHOIICHHE, COBPECMCHHLIC TPCH/ILI B
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BBDKMBAaEMOCTH OOJIbHBIX. B mpakTuke BepeHus AA-aMHMIONI03a MCIOJB3YIOTCS HEIOCTATOYHO
YYBCTBUTEJbHBIE METO/Ibl JIMArHOCTUKH BOCIAJIEHUS, HE IMO3BOJISAIOIINE BBIABIATH CYOKIMHUYECKYIO
AKTUBHOCTh M TATOT€HETHYECKHE BAPUAHTHI BOCHAIECHHUS, OT KOTOPBIX BO MHOTOM 3aBHCUT BBIOOp
metonoB jeueHus. Ilpu neuennmn AL-amuiongo3a BakHOE 3HAUEGHHE HMMEET aJleKBaTHAs OIEHKA
IPOTrHO3a OONBHBIX, B MEPBYID OYepEelb, TKECTH KapAMONATUH, HO TaKXKe JAPYIMX OPIraHHBIX
BOBJICYEHUH C yUe€TOM UX B3auMojeicTBUNA. Pa3paboTka KpUTepHeB OLEHKH IPOTHO3a ABJISIETCS OJJHON
U3 CaMbIX 00CY)XJaeMbIX Te€M B juTeparype. J[o HeJaBHEro BPEMEHM B NMPAKTHKE BEICHUS OOJIBHBIX
CHUCTEMHBIM aMWJIOMI030M Maj0 YYHTHIBAJACh HEOOXOAUMOCTh AMATCHOCTUKH M JICYCHUS PEIKHUX
HACJIC/ICTBEHHbIX ()OPM aMMIIOW03a, 3Ta MpolieMa TakKe BXOAMT B KPYI aKTYaJIbHBIX BOIPOCOB
Be/ICHUS OOJIbHBIX aMUJIOUI030M.
Less u 32124 Uccae10BAHUSA

Llenbr0 HACTOSIIETO MCCIIEAOBAHMS ObLIO pa3padoTaTh CTPATErHIO BEIEHUS OOJBHBIX pa3HBIMU
dopMaMu CHCTEMHOTO aMHJIOM]103a, BBIABUTH HanOosiee MH(POPMATUBHBIE MapKephl AJs yIy4llIeHUs
JIMarHOCTUKY, OLIEHKH IIPOTHO3a U ONITUMU3ALMU METO/I0B JICUEHUS.

B cBsi31 ¢ 3TUM pemanuck Cleayromue 3a1a4Hn.
1. W3yunTh JAWHAMUKY W3MEHEHHUS YacTOThl BBIBICHUS OTICIBHBIX (OPM CHCTEMHOTO
aMHJION]103a CPeH OOIBHBIX MHOTONPO(UIBHOIO TEPANIEBTHUECKOT0 CTallMOHapa 3a nocneanue 20 et
Y Ha 3TOM OCHOBaHHUH OLICHUTh COBPEMEHHYIO CTPYKTYPY CUCTEMHOT0 aMuiiona03a B Poccun.
2. YTOYHHUTH CHEKTP MPUUYMH PEaKTUBHOTO AA-aMHIONI03a HA COBPEMEHHOM dTare, OCHOBHBIE
KJIMHAYECKHE BApUAHTHI, MPUHIMITEI MOHUTOPUPOBAHHS €TO TEYCHUS, BBIIBUTH BEIyIIHe (aKTOPHI
IPOTHO3a.
3. OxapakTepu3oBaTh KIMHUYECKHE M mnaTodusznonornyeckue ocodeHHocTn Al-amumnonnosa,
TEMIIbl MPOTPECCUPOBAHMS B 3aBUCUMOCTH OT JIeKAlIMX B €ro OCHOBE MEXaHM3MOB, 00OOCHOBAThH
NpPUMEHEHHE MOJIEKYJSIPHBIX OHOMAapKepOB U JTUArHOCTHUKH, OIEHKH TIPOTHO3a TEYCHHUS U
3¢ (PEKTUBHOCTH JICUCHHUS.
4. O600uMTh COOCTBEHHBIN ONMBIT HabmoAeHus peakoi B Poccum gopmbr ATTR-amumnonnosa,
HNOJATBEPAMUTD POJIb B €r0 TUATHOCTUKE COBPEMEHHBIX MOJIEKYJIIPHO-TEHETUYECKUX METO/I0B.
5. Ha ocHOBe moNyd4eHHBIX pe3ylbTaTOB MPEIUIOKHUTh W OOOCHOBATh YCOBEPIICHCTBOBAHHBIN
MEXIUCIATUTMHAPHBIHN MOIX0 K BEJICHUIO OOJHHBIX Pa3HBIMH (hOpMaMH aMUIION103a.

Hay4yHnast HOBH3HA

Ha ©0a3ze wMHorompoduipHOro cranvoHapa (eaepalbHOr0 3HA4YeHHS MNPOAHATIM3UPOBAH
HanOOJIBIIAN B OTE€UYECTBEHHOW MEIMIIMHCKOM MPAKTHKE OIBIT HAOIOICHUS CHCTEMHOTO aMHJION03a.
KoHcTaTnpoBaHo n3MEeHEHHE COBPEMEHHOH CTPYKTYpPbl aMHIION1034, TPOAEMOHCTPUPOBAHA TEHAIEHIUS

K YBCIIMUCHUIO YHUCIIA 6oipHBIX AL-THIIOM 3a CUeT Hy‘IIHCFI BbIABIIICMOCTH aMUJIOMAOI'CHHBIX (I)OpM



MI'. TTokazaHo 3HaueHHE 3a00JIE€BaHUN C AyTOBOCIAIUTEILHBIM MEXaHU3MOM KaK PeaIbHOW MPUYHUHBI
AA-ammioniozda Ha COBpeMEHHOM »Jtane. Ha ocHOBe u3ydyeHHs] KIMHUYECKHUX OCOOEHHOCTEMH
OTIIENBHBIX (OPM CHUCTEMHOTO aMHJIOMJI03a CO37aHa OCHOBA JMJisi pa3pabOTKU COBPEMEHHBIX
MEIUIMHCKUX CTaHJAapTOB JMArHOCTUKM W JIEYEHUsT CHUCTEMHOro ammioujo3a. lIpoBenenHnoe
UCCJIEIOBAaHKE MTO3BOJIMIIO BIEPBbIE 000CHOBATh MHAMBHUAYAJIbHBIN MOAXO0/] K IPUMEHEHHUIO Y OOJIBHBIX
CUCTEMHBIM aMHJIOMI030M MOJEKYJISPHO-OMOJIOTMYECKUX M F€HETHUYECKUX METOJOB JUArHOCTHKHU U
YIIYUIIUTh PE3yJIbTaThI JICUCHUSI.
Teopernyeckasi M NPAKTHYECKASI 3HAYUMOCTH PadOThI

B kinMHHMYeckux yclIOBUSX Ha OONbLION Trpynmne OOJIbHBIX CHUCTEMHBIM aMUJIOUI030M

anpoOupoBaHa cTpaTerus JUArHOCTUKH U JICUEHUS ITOr0 3a00JIeBaHUS.
[Toka3zana HemocTarouHas 3PPEKTUBHOCTh N30JIMPOBAHHOTO TIPUMEHEHUSI HMMYHOTUCTOXUMHUYIECKOTO
METO/a JJIi TOYHOTO YCTAHOBJICHUS KIMHUYECKOTO BapyWaHTa CHCTEMHOTO aMHJIOM03a, 00OCHOBaHA
HEOOXOJUMOCTh HCIOJIb30BAHUSI COBOKYIMHOCTH JUAarHOCTHYECKUX METOJI0OB B COOTBETCTBUHU C
OTpabOTaHHBIM AJTOPUTMOM.

B mpenniokeHHOM CTpaTeruu yCTaHOBJICHBI KIIFOYEBBIE KIMHUKO-TUArHOCTUYECKHE MPOOIEMBI
BEJICHUS OOJBHBIX OTACIBHBIMA (OpMaMH CUCTEMHOTO ammionao3a. [IpumeHutensHO K AA-
aMUJIOU03Y TaKoW MpoOIeMoH SIBIIsIeTCS aieKBaTHAs JUArHOCTHKA CyOKIIMHUYECKOTO BOCTIANIEHUS, YTO
UMEET TaKXKe U BAXKHOE TEOPETHUECKOE 3HAUCHUE, MO3BOJISISI MPUOIM3UTHCS K TOHUMAHUIO KPUTEPUEB
OTHOCHUTEJIFHO HOBOTO TMOHSATHS «ayTOBOCTIAJIEHUs». B paboTe mokazaHo, 4To K KIIOUYEBBIM IpodiemMam
BeJleHns O0onbHBIX AL-amuionio3oM oTHOCATCA HajAekHas auarHoctuka MI, mpaBuiibHas OIeHKA
MPOTrHO3a 3a00JIeBaHMs, C aICKBATHBIM YYETOM Pa3IHUYHbBIX MEKOPTaHHBIX B3aUMO/ICHCTBUN B YCIOBHSIX
cucTeMHOro nopaxenus. [lokazano, yto B mporpeccupoBanue AL-amunoungo3a Hanboiaee BECOMBIi
BKJIaJ] BHOCHUT BBIPOKEHHOCTh U MaTO(PU3MOIOTHYECKUN BapHaHT KapAHMOPEHAIBHOTO CHHAPOMA.
[IponeMOHCTPUPOBAHO  TaKXKE€  3HAYEHHME  JAPYIMX  MEXKOPTaHHBIX  B3aUMOACUCTBUH IS
MPOTPECCUPOBAHUS AMUIIONI034.

YcraHoBleHa TpaKTHYECKas HEOOXOAMMOCTh JUAarHOCTUKU PEAKUX HACIECTBEHHBIX (HhopM
CHUCTEMHOTO aMHUJIOMJI032, O00O3HAUEHO STHOTEHETHYECKHe M KiIMHU4Yeckue ocobeHHoctn ATTR B
Poccun.

IMonoxkeHnnsi, BLIHOCUMbIE HA 3AIUTY
1. B ycioBusiX OTUYETIMBON TEHACHIIMH K YMEHBIIEHUIO YaCTOThl AA-aMUJION103a U HapacTaHUs
yacToTel AL-amMuiionsi03a, YCTaHOBJIEHHS Haluuus YCTOHuMBOM KoropThl OonbHBIX ATTR-
aMUJIONIO30M Cpeau HaceneHus Poccum HE0OXOAMMO KOHCTaTUPOBAaTh, UYTO HE CYIIECTBYET
€MHCTBEHHOT O AU pepeHuanbHO-1MarHoCTUYeCKOro MeTo/1a ONpeiesieHus TuIa ammionaosa. [lpu

HECOMHEHHOM MPHOPHUTETE MOP(OIOTHIECKOT0 MeTo/1a, TpeOyromero 3pGeKTUBHON CTaHAapTH3AIINY,



00s13aTeIbHBIMU  KOMIIOHEHTaMHU TP GEepeHITMATBHON TUArHOCTUKU JIOJDKHBI OBITH MOJICKYJISIPHO-
TEHETUYECKHUE HCCIIENOBAaHMS JJIs BBISBICHHUS MYTallMii TPaHCTUPETHHA, BBICOKOUYBCTBUTEIbHBIC
METO/Ibl MMMYHOXMMHYECKOTO HCCIIEIOBAaHUS CBHIBOPOTKM M Moud g onpexaenenus MI,
aCCOLMMPOBAaHHBIX ¢ AL, nueHTuduKanus npeapacnoiaralomux K AA BOCIaTuTeNIbHBIX 3a00JIeBaHUN
¢ 00s3aTeNbHOIl OLIGHKOW MapKepoB OcCTpod (a3pl BOCHajeHHs, BKJIOYas, MO BO3MOXHOCTH,
uccienoBane SAA U 4yBCTBUTEIBHOIO Mapkepa ayroBocnaieHust S1I00A12.
2. PocT 3HaunMocTH ayToBoCHanuTeNbHBIX 3a00neBannii (AB3) cpeau npuunn A A-aMuiion103a,
HEPEJKO B YCIOBHIX HEUETKUX KIIMHUYECKUX TUArHOCTUUECKUX KPUTEPHUEB, TTOBBIIIAET HEOOXOJUMOCTh
npuMeHeHus  A(PPEeKTUBHBIX  METOJIOB  JUArHOCTHKM  ayTOBOCHAJIGHUS U CpPeAd  HHX
BBICOKOYYBCTBUTEIILHOTO MapKepa aKTUBALUU HEUTpouiioB — ceiBopoTouHoro Oenka S100A12. s
OTpeNIeNICHUsT YETKUX TOKa3aHWM K HA3HAYEHUIO AaKTUBHOW O0a3MCHOW MPOTUBOBOCHIAIUTEIBHOMN
TEpanuy Ba)KHOE 3HAUYEHUE UMEET HE TOJIbKO IpPaBWJIbHAs OIIEHKA aKTHBHOCTH BOCHAJIUTEIBHOTO
3a00NieBaHUsl, HO U CBOEBPEMEHHOE MPOBEACHHE CKPUHUHTOBBIX MAJIOMHBAa3UBHBIX OWOMCHI C
MCCJIEIOBAaHUEM Ha aMHJIOU03.
3. XapaktepHas Juis AL-amuionjo3a BbIpa)KEHHAs CHUCTEMHOCTh IOPAaXXEHHSI C BOBJICUEHHEM
IIOMHMMO IOYEK TAKXKE U CepJlla, HEPBHOM CUCTEMBI (B T.4. OPTOCTATUUYECKON T'MIIOTEH3UU) SIBISETCS
TJIaBHBIM (DaKTOPOM MPOTPEeCcCUpOBaHUs 3a00JIeBaHUA, MIPH ITOM MEPBOCTEIICHHON 3a1avell sBIsETCS
HEIOMYIIEHUE/TOPMOKEHNE  pa3BUTUA TouyeuHoll  HemocratouHoctd (XIIH), urto Tpebyer
CBOEBPEMEHHOTO YCTAHOBJIEHMsI JAMarHo3a W paHHEro Hadana JiedeHus. OCHOBHBIM CIOCOOOM
sp¢pekTuBHOrO NeueHus AL-amumionso3a Ha COBPEMEHHOM JTalle SBISETCS NMPUMEHEHHE CXEM C
UCIIONIb30BaHUEM OopTe3oMuba, 4TO0 OOOCHOBBIBAET BKIIOUEHHE JTHUX CXEM B CTaHIAPTHI BEIEHUS
00nBpHBIX ¢ onurocekperopubiMu MI', acconnupoBanabiMu ¢ AL.
4. CuutaBinecs paHee HEXapakTEpHBIMH AJisi HaceneHus Poccum penkue cemeiiHbie (Gopmbl
CUCTEMHOrO0 aMmMmiougo3a, B 4actHoctu ATTR, Onarogaps TNpUMEHEHUI0 COBPEMEHHBIX
JTUAarHOCTHYECKHUX TOJIXO0/0B BCTPEUAIOTCS C YACTOTOU, OJIM3KOM K CPEIHEEBPOIEHCKOMY TTOKA3aTEII0
JUIS HEOHJIEMUUYHBIX 30H. JTO SBIISIETCSI OCHOBAHHUEM ISl BKJIIOYEHUSI B COBPEMEHHbBIE CTaHAApPTHI
o0crenoBaHus OONBHBIX CHCTEMHBIM aMUJIOUI030M METOJIOB MOJIEKYIISIPHO-TEHETUIECKOTO BBISIBICHUS
MyTaIil TPAaHCTHUPETUHA U CHUHTHTpadun MHOKapaa ¢ mupodochaToM TEXHEIHs, KOTOPhIE B YaCTH
CIIy4aeB UMEIOT MPEUMYILIECTBO Nepe]l MOp(HOIOTMUECKUMU METOJaMHU.
Anpodanust padboTbl

Amnpobanust pabotel coctosutack 2 uioHs 2019 roma Ha 3acemanuu Kadeapbl BHYTPEHHUX,
npodeccuoHanbHBIX 0OJE€3HEH M peBMaTOJIOTUH MeAMKO-TIpoduiiakTuyeckoro ¢akynbrera Ileporo
MI'MY wumenun UN.M.CeueHoBa, kadenpsl BHYTpEeHHUX Ooje3Hel (axkynprera (QpyHIaMEHTaIBHOMN

meannuabel MI'Y umenu M.B.JlomoHocoBa. Matepuansl paboThl 107105KeHbI Ha 49-M MexayHapoJHOM



koHrpecce EBpomneiickoit Accommanuu Hedpomoros-EBponetickori Jlnamm3noit accormantuu 2012r.
(ERA-EDTA), VIII cwvesne HOHP, Mocksa, 11-13 nHosiOps 2015r., MekIyHapOIHOM KOHIpecce
Esponeiickoro O6mectBa Kapauonorun 2017r. (ESC Congress), Poccuiickom Hanmonaisnom
koHrpecce Kapamonoros 2017r., Hayunoii kondepeHmm «/lekaOpbCKue UYTCHUS» B KIMHHKE WM.
E.M.TapeeBa (2016, 2017, 2018rr.), Hayuno-npaktuueckori koHbpepeHiuu [[DPO PO
Hedponorudyeckne m Xupyprudeckue MmpoOJieMbl TPAHCIUIAHTHPOBAHHOM TOuYkH W auanuza (2017,
2018rr.).

JIOCTOBEpPHOCTh TOYYEHHBIX PE3YJIbTATOB IOATBEPXKAACTCS OONBIIMM OOBEMOM KIMHUKO-
71a00paTOpHOrO MarepHala, HCIOJIb30BAHUEM METOAMK, aJeKBATHBIX IOCTaBJICHHBIM 3ajJayaM U
MPUMEHEHUEM COBPEMEHHBIX METOJIOB CTATUCTHUECKOTO aHann3a. O00CHOBAaHHOCTh HAYYHBIX BHIBOJIOB
U TIOJIO)KEHUH HE BbI3BIBAET COMHEHUH. Pe3ynbpTaThl, MOJy4YyeHHBIE aBTOPOM C HCIOJb30BaHUEM
COBPEMEHHBIX METOJ0B MCCIIEIOBAHUS, CBUIETEIbCTBYIOT O PEILIEHUH ITOCTaBIECHHBIX 3a7a4. BrIBobI
O00BEKTHUBHO U MOJHOIEHHO OTPAXKAIOT PE3yNbTaThl IPOBEIEHHBIX UCCIECAOBAHUMA.

JInuHblii BKJIQJ aBTOpPA

CamOCTOSTENTbHO ~ OCYILECTBJIEH HA0Op MAalMEHTOB B UCCIEIOBAaHME, WX KIMHUYECKOE,
MHCTPYMEHTaJbHOE M JlabopaTopHOE OOCIeZIOBaHUE C JMYHBIM 3allOJIHEHUEM  CIEIHaIbHO
pa3paboTaHHBIX Ml JAHHOTO WCCIEAOBaHUS YYETHBIX (OpM W KIMHUYECKHX KapT COTJIacHO
COCTaBJICHHOMY ILIaHy. ABTOPOM OCBOEHBI METOJbI 1) MMMYHO(pEpPMEHTHOro ompereieHus SAA u
S100A12 B CBIBOPOTKE KpOBH, 2) HMMYHOTypOuUmumerpudeckoro wMerona Freelite s
KOJIMYECTBEHHOTO OIpe/AeIeHHs] CBOOOAHBIX JIETKUX IeNel MMMYHOIJI00YJIMHOB Ha OMOXMMHUYECKOM
aHanM3atope. ABTOp JWYHO 3alojHsUI. ABTOpPOM JIMYHO TMpOBENEHA CTaTHcTUyeckas oOpaboTka
MaTepuana, cieJaHbl HayYHbI€ BBIBOJbI U U3JI0KEHBI IPAKTUUECKUE PEKOMEHAAIINH.

Buenpenue pe3yJibTaToOB HCCJICOBAHUS

PesynbTaTthl uccnenoBaHUS HCHOJB3YIOTCS B IPAKTHUECKOH paboTe HEPpPOIOrHuecKux Hu
PEBMATOJIOTHYECKOTO  OTJENECHUH KIMHUKKM He(posoruu, peBMaTooTMH U Mpodrnarosoruu
uM.E.M.Tapeea YKb Ne3 OI'AOVY BO Ilepsslii MOCKOBCKHI TOCYAapCTBEHHBIH MEIULIUHCKUAN
yauBepcuter umMeHu W.M. CeuenoBa (CedyeHOBCKMH YHMBEPCUTET), B JIEKIIMOHHOM Kypce U
MPAKTUYECKUX 3aHATHUAX CO CTyAEHTaMu Kadeapbl BHYTPEHHUX, NMPOPECCHOHANbHBIX OOJIe3HEH U
peBmatosiornn Muctutyta ximHn4Yeckod meauuuasl @I'AOY BO Ilepeoiii MI'MY umenun W.M.
CeuenoBa, (akynpTera pynnamentanbHoi Mmeaunuasl GI'OY BITIO MI'Y umenn M.B.JIomoHOCOBa

CooTBeTcTBHE JUCCEPTALMH NACTIOPTY HAYYHOH CNIENHATbHOCTH

Hayunple moNOKeHUs AWCCEpTAllUM COOTBETCTBYIOT ¢opmyse crnenuanpbHoct 14.01.29 —

Hedposorus. Pe3ynbTaThl NPOBEIEHHOTO HCCIEIOBAHUS COOTBETCTBYIOT OOJAacTH MCCIEIOBAHUS

CHELHATbHOCTH, KOHKPETHO IyHKTaM 2, 4, 5 u 6 macriopra HepOIOTHH.



Hayunple mTONIOKEHUSI AWCCEpTAllMM COOTBETCTBYIOT ¢opmyse crnenuanpbHoctn 14.01.04 —
BHyTpeHHUE Ooje3Hu. Pe3ynbraThl NpPOBEACHHOIO HCCIEIOBAaHUS COOTBETCTBYIOT —0O0JacTu
UCCJICIOBAHMSI CTICIUATBbHOCTH, KOHKPETHO IyHKTaM 2, 3 ¥ 4 macnopTa BHYTPEHHHUX OOJIC3HEH.

Myo6ankanun

[To Teme aucceprauuu onyOoIuKOBaHO 45 MeyaTHbIX pPalboOT, BCe B PELECH3UPYEMBIX KypHalax,
pexoMenioBaHHbIX BAK Muno6pHayku Poccun, B T.4. 10 opuruHaabHbIX padoT (M3 HUX 4, BKIIFOUEHBI
B DJICKTPOHHYIO 0a3y MaHHBIX Scopus).

O0beM u CTPYKTYypa AuccepTanuu

Huccepranus u3ioxeHa Ha 228 cTpaHUIIaX MEYaTHOTO TEKCTa U COCTOMT M3 BBEJCHHS, 0030pa
auTepaTyphl, rinaB «Marepualbl U METOIBI HUCCIIeOBaHUs», «Pe3ynbTaThl HCCIENOBAHUS U HUX
00CyXJI€HUE», 3aKII0YEHUS], BHIBOJIOB, NMPAKTUYECKUX PEKOMEHJAIMM, crucka auTteparypbl. Crincok
JUTEPATyphl CONEPKHUT 238 HCTOYHHKOB, M3 KOTOPHIX 13 OTe4ecTBEHHBIX U 225 3apyOeKHBIX.
Huccepranus wuttoctpupoBaHa 44 pucyHkamu, 25 Tta0nuuaMmu, coaepkutT 19 KIMHMYeCKuxX
HaOJIFO JEHUIA.

Bripakaro riy0oKoe yBaKeHHWE W TIPHHOIIY HCKPEHHIOW OJaroJapHOCTh 3a MOIACPKKY U
MOBC/IHEBHYIO IOMOILb B paboTe Haj AuUcCepTalledl CBOMM Hay4YHbIM KOHCYJIBTAaHTaM — aKaJEeMHKY
PAH npodeccopy , n.m.H. npodeccopy JI.B.JIbicenko (Koznosckoii). I'myGoko
npu3HaTeNneH 3aB.Kadeapoil BHYTpPEHHUX NpOo(ecCHOHaIbHBIX OOJIe3HEH M PEBMATOJIOTHH, II.M.H.,
npodeccopy C.B.Mouceey u rimaBHomy Bpauy Y KBbNe3, k.m.H. B.B.Ilanacioky 3a okazaHnHoe qoBepue
U TIPEI0OCTABICHHYIO BO3MOKHOCTh BBIIIOJHEHUS pabOThl B KIMHUKE HE(YPOIoruu, mpodrnaToaoruu u
pesmaronorun uM.E.M.Tapeea ®I'AOY BO «IlepBeiii MI'MY um.M.M.CeuenoBa (CeueHOBCKHIA
YHuBepcurer)»

COJAEPKAHUE JTUCCEPTALIUN
Matepuanbl M1 MeTOABI HCCJIEOBAHUS

s u3ydenus oOmeit cTpyKTypbl GOpM CUCTEMHOTO aMHJION103a MPOBEAEH PETPOCTIEKTUBHBIN
aHaIM3 BCEH COBOKYMHOCTH OONBHBIX ammiouao3oM (N=359, 179 sxenuwH u 177 MyX4uH),
MOCTYIHBIIKX B KIMHUKY ¢ 1995 mo 2017rr.

JuarHo3 amwiongo3a y BCeX OOJBHBIX OBUT TOATBEPXKIAEH MOP(HOIOTHYECKUM METOIOM C
MIOMOUIBI0 OKPAaCKM KOHI'O KpPacHbIM M TIOCIEAYIOLIEM MUKPOCKONMHM B IOJISIPU30BAHHOM CBETE.
Mopdomnoruueckoe HCCIEIOBaHUE TMPOBOAMIOCH B O3KCIEPTHOM nabopaTopuu 1o mpodieme
ammnougosa I[lepporo MI'MY um.MI.M.CeuenoBa (Mbl MpHU3HATENbHBI BCEM COTPYIHUKAM ATOTrO
noJipa3ziesieHus 32 OKa3aHHYIO MOMOIIb B padoTe).

Cpenu 359 OONBHBIX CHCTEMHBIM aMHJIOMJIO30M OBLIM TALMEHTHI, Y KOTOPBIX HE YAAJIOCh

AOCTOBCPHO YTOYHUTHL THUIT aMHUIIONMJ03a HIIN OBLI AUAarHoCTUPOBAH BI/ICL[epaJIBHBII\/'I JIOKAJTbHBIN



aMUJIOUI03, HEKOTOPhIE MAI[UEHTHl HE MOTJIH ObITh 0OCIEAOBAHbI B IOJHOM 00beME H3-3a MPOKUBAHUS
B JJAJIGKMX PETHOHAX WJIM BCJIEACTBUE OBICTPOTO MPOrpecCUpOBaHUs aMujouo3a. B aToit cBsa3m ans
0osiee JOCTOBEPHOTO ONHUCAHMS KIMHUYECKUX MPOSBICHUNA W TEUEHHS aMHUIION03a U3 359 OOJBbHBIX
ObuTa 0TOOpaHa JIHINb YacTh HarueHToB (N=326) ¢ 10CTOBEPHO YCTAHOBICHHBIM THIIOM aMUJIOU103a U
MPOCJICKEHHBIX Ha MPOTSHKEHUH BCEro Iepuojia TeueHHUs 3a00JIeBaHUS, MPOTPECCUPYIOIIETO HIIN
JIOCTHUTTIIETO peMHUCCHH (B rpymine AA IIUTENHHOCTh HAOMIOACHUS cocTaBuiia 1 mec-29mer, B rpynmne AL
— 3mec-13ner), peryasipHo oOpamaBIIuXcs U BRITIOTHSIBIINX PEKOMEHIAIMHU. V3 TakuX OOJILHBIX ObLIH
c(hOpMHUPOBAHBI TPYIIIBI MPOCIEKTUBHOrO HaOmoaeHus — AA (n=110; obmiee yucio O60mMbHBIX AA
cpenu 359 OONBHBIX CHCTEMHBIM aMUJIOMI030M cocTaBuiio 140, 84 KeHITUHBI, 56 MY>XYHH, CPEIHUI
BO3pacT 43roma, MeXKBapTWIBHBIA pasmax — 26-571er) u AL (n=110; oOmiee uucio OOIBHBIX
cucteMHbiM AL cpean 359 OOMBHBIX CHCTEMHBIM aMHIIOHMI030M cocTaBuiio 140, 58 >xenmuH, 82
MY>KYMHBI, CPETHUN BO3paACT S571€T, MEXKBAPTUIIbHBIN pazmax —47-651eT), a Takke HeOoJIbLIas rpymnma
ATTR (n=17, 5 sxeHnmmH, 12 My>X4nH, CpEIHUI BO3paCT 5771€T, MEIKKBAPTUIIbHBIN pazmax — 50-621er),
Ha KOTOPBIX OTPalaThIBAIUCh OCHOBHBIC BBIBOJIBI MCCIEIOBAaHUSA. YKa3aHHbIE MOJIPYIIbI OOJbHBIX
aMIJIOMJIO30M HCITOJIb30BAJIUCh B KAUeCTBE TPYII HCCIEIOBAHUS TPH oOleHKe 3((EeKTHBHOCTH
JMAarHOCTUYECKUX MOIX0A0B K THIIMPOBAHUIO aMUIIOUI03a.

[Tpu n3yuenun npuund AA cpeau 110 G0BHBIX BBIICISUIIN IPYIIITBI peBMaTonaHoro apTputa (PA)
U JIPYTUX ayTOMMMYHHBIX 3a00seBanuii (N=53), ceMelHbIX ayTOBOCHAIUTENBHBIX JUX0panok (N=26),
NOJIMTCHHBIX ayTOBOCHATUTENHbIX 3aboneBanuii (N=34). Cpeau OompHBIX AL (n=110) BbImeneHue
TIOJTPYII 3aBHCETIO OT MCCIEIOBATEIbCKIX 33124 Ha OCHOBAHUY HAJTMYUS WM OTCYTCTBUS Pa3THUHBIX
KJIMHUYECKHUX TPOSIBICHUH, pa3HBIX CXEM JIeYeHUs. B HEKOTOPBIX CllyyasX MpHU HATUYUU JOCTATOUHBIX
PETPOCIIEKTUBHBIX JaHHBIX aHAJIHU3 IPOBOIMIICS 1O MOJHBIM rpynmam AA (n=140) u AL (n=140).

B paMkax wuccienoBaHus NPOBOJIMWIM TaKKe MNWIOTHYIO OLEHKY KIMHHYECKOrOo Mapkepa
aktuBHOCTH HedTpodmnoB kamerpanyanaa C (S100A12). B uccnemoBanme OBUIO TOMOJHUTEIHHO
BKJIIOUeHO 98 OosbHBIX (42 MyX4MH U 56 *EHIIWH) B Bo3pacTte OT 3 10 77 5eT, MpOXOIUBLIMX
amMOynaTOpHOE WJIM  CTauuMoHapHoe JiedueHue B KimHuke Hedposoruu, BHYTPEHHHX U
npodeccuonanbHbIx Oone3neit um.E.M.Tapeesa Ilepporo MI'MY num.M1.M.CeuenoBa u 8 ®I'bHY HUU
Pesmaronornn wum.B.A.HaconoBoit B mepuony ¢ 2010 mo 2015 romel ¢  pa3inu4yHbIMHU
ayTOBOCTIAIUTEIIFHBIMU ¥ ayTOMMMYHHBIMU 3a00JI€BaHUSAMHU (MBI MPU3HATEIBHBI BCEM COTPYIHUKAM
ATUX YUPEXKJICHHH 32 OKa3aHHYIO IOMOIIb B paboTe). B cOOTBETCTBIM € 3TUM O0JIbHBIE OBUTH pa3eeHbl
Ha 2 NOArPYIIIBI.

B nepyro noarpymnmny BkiatodeHo 46 O6onbHbIX AB3 — 34 OosbHBIX TNEpHOANYECKON OO0JIE3HBIO
(ITB) u 12 GONBHBIX APYrUMH ceMelHbIMU Tepuoandeckumu uxopaakamu (CITJI) — TRAPS (n=4),

cuaapomoM Makna-Yamica (n=6) u NOMID/CINCA (n=2). YuuTsiBasi NpeuMyIIeCTBEHHOE 3HAUCHUE
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HEUTPO(UIOB B MHAYKIIMU BocniasieHus y 00mbHBIX [1b, uto otnuuaet ee ot npyrux CI1JI, 6onbubix [1h
AHAIM3UPOBAIH KaK CAaMOCTOSITEIIbHYIO MOATPYIITY ayTOBOCIATICHHUS.

Nuarnoctuky [1b npoBogwim mo kpurepusm Tel-Hashomer (1982). V 29 u3 34 Gonbubix [1b
JMarHo3 ObLT MOATBEPHKACH MOJEKYIISIPHO-TEHETHUECKUM METOIOM.

[Tpusnakamu axktuBHOcTH IIb B Trpymme wuccinegoBaHUs SBSUIUCH TMPUCTYN B TMEPHOL
oOcrenoBaHusi, HelaBHO BbIsiBIIeHHAs [1b y 60JIbHBIX, HE MONYyYaAIOIUX JICYUEHUE KOJIXUIIMHOM, a TaKKe
TSDKEJIO€ WM CPEAHETSHKENI0e TeueHne 0O0JIe3HH, OLIEHEHHOE 1Mo Kputepusm A.Mor, coXpaHsSIOImuecs
npuctynsl [1b 1o 3-6 paz B roa, HecMOTpst Ha MPOBOIUMOE JiedeHHue. Y OOJbHBIX 3((EKTUBHO U
PEryJIpHO JICYEHHBIX KOJIXULMHOM, Y KOTOPBIX Ha MPOTsKeHUU 3 1 Oosiee MecsiieB napokcusmsl [1b He
pa3BUBAIIUCH, TUATHOCTUPOBAIHN PEMUCCHIO 3a00JICBaHUSI.

BBuny oTcyTcTBUS OOLIENPUHSTHIX KPUTEPUEB aKTUBHOCTH, Y OOJIbHBIX KPUONMPUHONATUAMU U
TRAPS MBI mpu OIICHKE aKTUBHOCTH 3a00JICBAHUS YYWTHIBAIM HAJIUYHAC BEIYIIUX KIMHUYCCKHX
MPOSIBIICHUM: NTUXOpajaku, 00Jeil B KUBOTE, TOIIHOTHI, PBOTHI, AHAPEH, MPHUIIYXJOCTH CYCTaBOB,
BOCTIAJICHUS B TJ1a3aX, TOJIOBHOM 00JH, 001 B KOHEYHOCTSX U KOKHOM chinu. B nccnenoBanuu padoueit
rpynnsl EUROFEVER noxka3ano, 4To MMEHHO 3TH IPU3HAKU IOCTOBEPHO CBU/IETEIBCTBYIOT O BHICOKOM
axtuBHoctu CILJI (Piram M. et al, 2014).

Bo BTOpyro noarpynmy BKiIro4eHO 45 OOJIBHBIX C AMArHO3aMU ayTOMMMYHHBIX 3a00JI€BaHH, B
[IaTOr€He3€ KOTOPBIX JOKa3aHa KIIOYEBask POJb TOIO MJIM MHOTO MMMYHONATOJIOIMYECKOIO MapKepa,
IpU 3TOM HEOOXOIMMBIM YCIOBHEM OBLIO OOHAapyKEHUE €ro B JUArHOCTHYECKOM THUTpe. Takum
oOpa3zoM, B 3Ty moArpynmny Obuin BKIOUeHBI 007abHBIE ¢ ANCA-acCOIMUPOBAaHHBIMU BaCKYJIHTaMHU
(n=24), B T.4. rpanyinemaro3ubiM nojuanruutom (I'TIA, rpanyisemato3 Berenepa) (n=20),
303MHO(MIBHBIM  TrpaHyinemMaro3HbiM  monuanruutoM  (DITIA  Yepra-Crpaycc) (n=3) wu
MHKpOcKomudeckuMm monuanruutoM (MITA, n=1). B rpynmy ayroMMMyHHBIX 3a00J€BaHHI OBLTH
BKJIFOUCHBI TaKke 0obHbBIe ¢ PA (n=15), u ayroummyHnHbIM Tenatutom (AUT, n=6).

Huarnoctuky PA mpoBogmm mo kpurepusim ACR/EULAR 2010r., ANCA-acconnupoBaHHBIX
BaCKyJIUTOB — II0 KpUTEpUAM AMEpPHKAaHCKOM Kosuiernu pesmatonoros 1990r., AUI' — mno
MexnyHapoaHo# cucreme orenku ans auarnoctuku AUT (IAIGH, 1999).

Jlns mpoBepKu pe3yabTaTOB MCCIEA0BAHUS HCIIONb30BANIN TaKKe HEOOJBIIYIO Tpymmy (n=7) Tak
HA3bIBAEMbIX MOJUTeHHBIX AB3, B pa3BUTUM KOTOPBIX HE JOKA3aHO MPUHIMIIHAILHOTO 3HAYEHUS
cneun(UYeckux MEXaHM3MOB HMMYHHUTETa, HO IPEINoJaraloT IPEeUMYIIECTBEHHOE YydJacTue
ayTOBOCHATUTENbHBIX MEXaHU3MOB. B 3Ty nmoarpynmny Obuto BiItoueH 4 GOJIBHBIX aHKHJIO3UPYIOIIUM
CIIOHAMIIOAPTPUTOM, 1 — HHTEPCTUIIMATIEHON 00JI€3HBIO JIETKUX, 1 — mogarpoii u 1 — 6one3npio bexuera.

Jlis AMarHOCTUKHM aHKUJIO3UPYIOIIETO CHOHIWUJIOAPTPUTA HCIOJIB30BATIU MOAU(DHUIIMPOBAHHBIE

Hero-Hopkckue xpurepuu, Oone3nun bexuera — MexayHapoaHble KPUTEPUH TUATHOCTUKHM OOJIE3HH
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bexuera (ISBD, 1990), momarps! — pekomenaauu Epporeiickoit antupeBmatrueckoi muru (EULAR,
2006r.). UntepcTunuansHas OOJe3Hb JITKUX OblUla JUArHOCTHPOBAaHA HAa OCHOBAHUH PE3YJIbTAaTOB
TUCTOJIOTMYECKOI0 UCCIIEJOBAHNS TKAHU JIETKOTO.

Knunnueckyro axktuBHOCcTh AHI[A-accounMpOBaHHBIX BACKYJIMTOB ONPEIEISIIM C IOMOIIBIO
bupmunaremMckoro nnaekca akTuBHOCTH Backyiuta (BVAS 3.0). 3nauenne BVAS 0-1 6amna yka3siBasio
Ha pEMHCCHI0, 3HaueHue 0osiee 3 — Ha aKkTUBHOCTb BACKYJINTA.

Ouenky aktuBHoctd PA mpoBomwin no unuaekcy DAS 28. Ilpu 3nauenun DAS28 menee 3,2
JMarHOCTUPOBAIIM PEMHCCHUIO 3a00JI€BaHuUs, TIOKa3aTelb Oonee 3,2 pacleHNBAIN KaK aKTHBHOCTD.

AKTHBHOCTb aHKUJIO3UPYIOIIET0 CIOHIMIIOAPTPUTA OIPEIEIISIIN C TOMOIIBI0 KOMOMHUPOBAHHOTO
ungekca ASDASCOD. Ha pemuccuto 3a0oneBaHus yKas3blBalO 3Hau€HUE MHAEKca MeHee 1,3, mpu
ypoBHe 6oiee 1,3 KOHCTaTUPOBAIN aKTUBHOCTH apTPUTA.

BBuny orcyrcTBHsl OOLIENPUHSTOrO MHJAEKCAa aKTUBHOCTH Oosie3HM bexdera, ee aKTMBHOCTb
YCTAHABJIMBAIM MO HAJIMYUIO OMOPHBIX KIMHUYECKUX IPU3HAKOB 3a00JI€BaHUA: PELUANBUPYIOIIMX
A3BOYEK B IIOJOCTH pTa U IOJIOBBIX OpPraHOB, BOCHAJCHHUsA B Ia3ax (yBEWUT, 3aJHUIl yBewuT,
PETUHOBACKYJIUT) U KOXKe (y3JI0BaTasi 3puTemMa, ceBI0QOUIMKYIUT U 1p.).

AxtuBHOCTh AUI onpenensiiy o ypoBHIO acllapariHOBOM U aJaHMHOBOM TpaHCaMUHAa3, a TAKXKe
HAJIMYUIO U BBIPA)KEHHOCTH BHEINEYEHOYHBIX NposBieHui AUI' — cycTaBHOro CHMHApPOMA, MHUAITHH,
CBIIH, JINXOPAJKH, TOPAKEHUS NIOUEK U JIETKUX.

AKTHBHOCTb HMHTEPCTULUAIBHON OOJE€3HU JIETKUX OILIEHWBAIU IO PEHTTEHOJIOTUYECKUM
W3MEHEHUSM (B T.Y. IO IaHHBIM KOMIIBIOTEPHBIX TOMOTPaMM) OPTaHOB I'PYAHOMN KJIETKH, MTOBBIILIEHUIO
TEeMIepaTypbl Teja, HaJIMYUI0 YBEWUTA, Y3JOBATOM SPUTEMBI, PYOLIOBBIX HW3MEHEHHH KOXH,
NOJINAPTPANITUi, YBEIIMUEHUS CEJIE3EHKH, BBIPAKEHHOCTH JbIXaTEIbHON HEJOCTATOYHOCTH.

KputepusaMu UCKIIIOYEHHMS] W3 HCCIENOBAaHUS  SIBISUINCH  COCTOSIHMS, KOTOpPBIE MOTYT
COIPOBOXKAATHCSI HECHeUU(UUECKUM TOBBIIIEHHEM KOHIIEHTPAUM IPOBOCHAIUTENbHBIX OEIKOB:
OCTpble WJIH OOOCTPEHUS] XPOHMYECKMX HH(EKUUH, Haduuue 3J0KauYeCTBEHHBIX HOBOOOPA30BAaHUIA,
XUPYpPruYecKue oIlepalud B TEUYEHHE TOCIEIHMX 2 MeECSIeB, CaxapHbId aAuadeT, BhIpaKEHHBIN
aTepOCKIIEPO3 A0pPThl, COCYAOB cepAua (MH(pApPKT MHUOKAapAa W/HIM CTEHOKAapAus HarpspKeHus 2-3
(GYHKIIMOHAJIBHOTO KJIacca B aHAMHE3€), TOJIOBHOTO MO3ra (B T.4. B aHAMHE3€ MIIEMUYECKUEe aTakh) U
OJKHpeHHe (C MHAEKCOM Macchl Tea 6omee 35kr/mM?). I'pymmsl uccneoBanHus ObITH COMOCTABHMBI TI0
JUIUTEJIbHOCTH BOCHAJIUTENHLHOIO 3a00JIeBaHuUs, pa3iuyMsl MO MOy M BO3pacTy ObUIM 0O0YCIOBIEHBI
U3BECTHBIMU 0COOEHHOCTSIMH 3200J1€BaHUH (B rpyIIe ayTOUMMYHHBIX 3a00J1€BaHU TOMUHUPOBaI PA,
0oJsiee XapaKTepHBIH [Tl UL )KEHCKOT o 1oJ1a, 60jiee MOJI0/10H BO3pacT OOJIbHBIX I'PYIIBI MOHOTE€HHBIX

AB3 00ycrioBiIeH UX TeHETHYECKON PUPOI0i, Tab.1).
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Ta6auna 1. O6mas xapakrepucruka rpynn ucciaenopanus S100A12 — 6o1bHbIEe MOHOT€HHBIMHU
AB3, ayroummyHnHbiMu (AU3) u nosmrenasiviu AB3

I'pynmna CootHomieHne Cpennuii Bo3pact JlnurenbHOCTD BOCHIAJIUTEIILHOTO
MY>K/>KeH 3aboneBanus (p=0,3858)
AB3 24/29 8ner (25-75%% - 5- 10mer (25-75%% - 5-331er)
9rner)
AN3 9/36 S54ner (25-75%% - 46- 7ner (25-75%% - 3-1571¢eT)
657eT)
[Tonurennsie 7/0 49met (25-75%% - 42- 11ner (25-75%% - 4-18mer)
AB3 58ner)

B cootBercTBUUM ¢ 3amavamu pabOTHI OBUIO NMPOBEICHO €€ OJHO MHJIOTHOE HCCIIEIOBaHHE
BJIMSIHUS IIPEJPACIIOararollero BOCIaIUTEIbHOr0 3a00JIeBaHMsI Ha KOHIIEHTPALUIO aMHJIOUJOTEHHOTO
Oenka-penmecrseHanka SAA. B a1y moarpymnmy BiiroueHO 43 OONBHBIX € PAa3IUYHBIMU
BOCTIAIUTENbHBIMU 3a00neBaHusIMU (PA — 22, aHKUIO3UPYIOIMHA CIOHIMIIOAPTPUT -7, IOBEHWIBHBIN
XPOHUYECKHM apTpuT — 5, ncopuaruueckas aprpomnartus 1, [Ib — 8), B T.4. 0c10)KHEHHBIX BTOPUYHBIM
AA-amunounozom (y 31). Ilo cremeHnm aKTHBHOCTH BOCHAIMTENLHOTO 3a00JIEBaHUS BBLICISUIN
PEMHUCCHIO, HU3KYIO, YMEPEHHYIO U BBICOKYIO aKTUBHOCTh. Y OOJIBIIMHCTBA OOJIBHBIX BOCHAIUTEIBHOE
3a0osieBaHue ObLIO MPEICTaBIEHO MOIMAPTPUTOM. HecMOTps Ha CylIECTBEHHBbIE Pa3IUuus MEXIy
AHAIN3UPYEMBIMU CYCTAaBHBIMH 3a00JIEBAHUSMU C LI€JBI0 YHU(DPHUKAIMU IIKAJIbl OLIEHKH aKTUBHOCTHU
MOJIMAapTpUTa HCIIOJIb30BAJIM Hambojiee oOlue MapaMeTpbl aKTUBHOCTH, YYHUTBHIBAEMbIE IIMPOKO
u3BecTHBIM MHJIeKcoM DAS4 — unnexc Puun, yncno npunyxmux cycraBos, COD, ornieHka 00JbHBIM
COCTOSIHUSL 3JI0pPOBbSl 110 BU3Y&JIbHOM aHAJIOrOBOM IIKajne. PaccuMmThiBain TakKe WHICKCHI,
HaIpaBJIeHHBIC Ha OIICHKY (YHKIINHU cycTaBoB — nHAEKchH JIn, HAQ.

[TarueHTHI peryaspHO ABISIIMCH HA IPUEM, IOMUMO CTaHAAPTHOTO (PU3NYECKOTO UCCIEeI0BaHuS,
y HUX Ha 0a3e jaGopaTopuu M (YHKUMOHAIBHBIX MojapasaeneHuil kinHukd umeHn E.M.Tapeesa,
MEXKIMHUYECKOW OMOXMMHMYECKOH U  HMMyHoJoruuecko mabopatopuit Ilepporo MIMVY
uM.1.M.CeueHoBa peryssipHO TPOBOIUIIOCH OOIIETIPUHATOE ISl TEPAMEBTUICCKUX OOTBHBIX KIIMHUKO-
GyHKIIMOHAIbHOE OOCeIoBaHHE 10 CTaHAApTHBIM METOJUKaM, BKIIOYAIOlee KIMHUYECKUE
UCCIICIOBAaHUST KPOBH, MOYM, OMOXMMUYECKMH aHaJIM3 KPOBH, PEHTICHOJIOTHYECKOE MCCIIEOBAHUE
TPYIHON KIETKH, 5XoKapauorpapuio (M-pexum, AByMepHass M JOMIUIEPOBCKAs HXOJIOKAIMS C
MCCJIeIOBAaHUEM TOKa3arenel BHyTpucepaedHoi remoanHamukn), K[, Y3U OpromHo#i monoctu u
mouek. B rpynme AA B o00s3aTeNbHOM TOPSIKE OIEHUBAIOCH cojaepxkanue B kpoBu CPb
KOJINYECTBEHHBIM ~ BBICOKOUYBCTBUTEIIHBIM ~MMMYHO(QEpPMEHTHBIM ~MeTonoM, B rpymme AL
IIPOBOAMIIOCH PETYNIIpHOE MOHMTOpHpoBaHUe MI' ¢ mprMeHeHHnEM BBICOKOUYBCTBUTENIBHBIX METOJIOB
UMMYHO(UKCAIIMU W KOJWYECTBEHHOTO ompeneneHus cBoboansix JIIM wa 6asze maGoparopuu

rymopainbHoro uMMmyHuteta ['ematonornueckoro Hayanoro Lleatpa M3 PO (MbI ipu3HaTeIbHBI BCEM
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COTpPYIHUKAM 3TOT0 MOJpa3AeNieHUs 3a OKa3aHHYIO MOMOIIb B padote). B 3T0il cBsi3u ncciaenoBanue B
OCHOBHBIX TPYIMIaxXx XOPOIIO MPOCIEKEHHBIX O0OJbHBIX amMuiiongo3oM (AA u AL) B Gombiiol mepe
MOYKHO PacCMaTpUBaTh Kak MPOCIIEKTHBHOE.

CoiBopoTtouHas koHueHTpauus S100A12 ompenensuiack y BCeX BKJIKOYEHHBIX B MCCIEI0BAHUE
60sbHBIX (N=98) MeTo0M TBEep0ha3HOI0O UMMYHOGEPMEHTHOTO aHAJIM3a C MUCIOJIb30BaHUEM Habopa
CircuLex S100A12/EN-RAGE ELISA Kit. UccienoBanue SAA npoBOAUIN METOIOM TBEP10(a30BOro
UMMYHO(EPMEHTHOTO aHaiM3a ¢ ucrnonb3oBanuem Biosource HUSAA ELISA Kit (Mbl mpu3HaTenbHbI
BCEM COTPYIOHHMKAM MEXKIMHHYECKOW HMMMYyHOJOrndeckon nadoparopun Ilepporo MI'MY
uM.M.M.CeueHoBa 3a OKa3aHHYIO ITOMOIIb B pabOTe).

Ha kaxpgoro mamueHTa 3aBOAMIIM TMAaNKy C BBINHCHBIMU SIUKPU3aMHU, Ppe3ylIbTaTaMu
UCCIICIOBaHMI, KOTOPbIC BHOCHJIH B JICKTPOHHYIO 0a3y AaHHBIX IMporpaMMHoro makera Statistica 8.0.

Metoabl cTaTHCTHYECKOH 00padoTKHN

C mnomoipio mporpamMmHoro makera Statistica 8.0 mpoBoaMIIM CTATUCTUYECKHE DPACUCTHI.
Knunuueckne mnapamerpsl B OOJNBIIMHCTBE CIy4yaeB HOCWUJIM KaueCTBEHHBIM XapakTep JHO0
KOJIMYECTBEHHBIN C pacrpeseNieHueM, OTIMYHBIM OT HOPMAJIBHOTO, YTO TMPEAONPEACTHIIO BHIOOP
METOJIOB HEMapaMeTPUUECKOH CTaTUCTHKH — ¥>-IIupcoHa (pa3nuumst KadecTBEHHHIX MEPEMEHHBIX B
Tabmuuax conpskeHHocTH. [Ipy 3HAUYEHHAX B SUeiKaX TaGIUIEI MeHee 5 BBOIMIN TONpaBKy Heiirca),
Manna-YuTHu (U1 pacdera pa3inyuil MeXIy MeHaHaMU KOJHMYECTBEHHBIX TEPEMEHHBIX ).

B cBsa3u ¢ 3amadeii BbIsABICHHS (HAKTOPOB INPOTHO3a BHYTPU YKa3aHHBIX TPYII BBLACISUIN
MOJTPYIIIBI CPABHEHHUS C PA3HBIM MPOTHO30M. OTHOCHTENIFHO OOJIBIIAst YACIEHHOCTD TPYIIIT TIO3BOJIHIIA
JIOTIOJTHUTh OOBIYHBIN CTATUCTHUYECKUI aHaIU3 METOAMKAaMM MHOTO(akTOPHOI'O aHalu3a, Cpelu
KOTOPBIX B CBSI3M C KAYeCTBEHHBIM XapaKTEepPOM KIMHHUYECKUX MapaMeTpOB HCIIOJIb30BAIM aHAIHU3
JiepeBbeB KilacCU(UKaLMU, B HEKOTOPBIX CIy4asx MpeBapeHHbIH aHATIM30M COOTBETCTBHH C IIEIbIO
ONTUMAIIEHOW MUHUMHU3ALUU CUCTEMBI (PAKTOPOB MPOTHO3A.

W3yuenne ¢GakTopoB MPOTHO3a MPEIOIaracT TaKKe MCCIEOBAaHUE BBDKUBAEMOCTH OOJBHBIX,
JUIS 3TOTO IIMPOKO MCIIOJIb30BAIM METOJ aHalu3a BBDKMBAaeMOCTH MO KpuBbiM Karana-Meiiepa,
MHOT/Ia JIONIOJHEHHBbIH aHaiu3oM Tabmui JoxuTusa. CpaBHEHHME BBDKMBAGMOCTH B  Pa3HBIX
MPOTHOCTUYECKHUX TPYIIax MPOBOIMIN ¢ moMolbio F-kputepus Kokca kak 0osee 4yBCTBUTEITHHOTO
IpH ycIaoBUM yuciieHHocTH noarpymnm MeHee 50. Ilpu xonnyectBe moarpymnn Oosiee 2 10CTOBEPHOCTH

paSJ'II/I‘-II/Iﬁ BBDKMBACMOCTHU pACCUUTBIBAJIN C IOMOIIBIO KPUTCPUA XZ HI/IpCOHa.
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PE3YJIBTATBI UCCJIEJOBAHUSA U UX OBCYXKIEHUE.

CTpyKTypa KIMHHYECKUX BAPUAHTOB CHCTEMHOI0 aMUJIOH/103a.

OO01mast YuCICHHOCTh OOBHBIX ¢ MOP(OTOTHIECKH JOKa3aHHBIM aMUJION1030M, OOPATHUBIIINXCS B
KJIMHUKY He(QpOJIOTHH, BHYTPEHHUX U IpodeccnoHanbHbIx 3a0oneBanuii um.E.M.TapeeBa ¢ 1995 no
2017r., cocraBuna 359 yenoBek, cpeu KOTOPHIX Y 326 ObLI UETKO YCTAHOBJIEH THI aMHJIOU]103a.

CormacHo HamuM JaHHBIM AA-aMIION03 BISIBIEH y 46 OonbHBIX cpeau 152 mocie 2006r.
npotuB 90 cpemu 153 manwmentoB g0 2006r. (p=0,00001, puc.l), yTo yka3piBaeT Ha OYEBUIHOE
YMEHBIICHHE YaCTOTHI 3TOT0 TUMA aMuiion103a. OIHOM U3 BaXKHBIX MPUYKH, OOBSICHSIOINX 3TOT (PaKT,
IPECTaBIsETCs yAyUIlIeHUe METOIOB TUarHOCTUKY IUIa3MAaKJIETOUHBIX AUCKPAa3Uil U CBA3aHHBIX C HEH
dopm amumnonnosza. Ilocne 2006r., korna B pyruHHOM npaktuke KiauHuku uM.E.M.TapeeBa cran
HNPUMEHSATBCS METOJl BBICOKOYYBCTBUTEIBHOW JIMAarHOCTUKH osurocekperopueix MIT  Freelite,
CYILECTBEHHO YBEJIMYMJIACh BBIABIAEMOCTh cucTteMHOoro AlL-amunounosza (y 53 u3 153 OonbHBIX 10

2006r. u'y 80 u3 152 — nocne 2006r., p=0,0017).

1% 2006r. u panee, N=153 ITocne 2006r., N=152
1%

10%

7
7
7
7
7
7
7
7

46%

AA I AL O JTokanpubeiii ®AH BATTR AA T AL OJToxansueii BAH BATTR

Pucynoxk 1. Yactora pa3Hbix ¢gopm amuiaona03a a0 u nociae 2006r.

Eme onHOW TeHAEHIMEH MOCIEAHUX JIET SABJSETCS YBEIMYEHUE Cpeau OONBbHBIX CHCTEMHBIM
amusion1o3oM foiu HacneactsenHoro ATTR ¢ 1 no 8% (p=0109, puc.l), yTo SBHUIOCH ClEICTBHEM
TTOBBIIICHHS B TTOCJICTHUE TOJIbI JOCTYITHOCTH TeHETUUECKON TuarHoCcTuKu MyTaruii T TR. O0mras (6e3
paszeneHus Ha BpeMeHHble nHTepBaibl) yactota ATTR 6% (y 17 GonbHbIX U3 326) npubnmxkaeTcs: K

o0I1IeeBponeiickoMy ypOBHIO JJis HePHAEMUIHBIX 30H 10%.
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OneHka coBpeMeHHbIX METO/I0B THIIMPOBAHUSI PA3HBIX ()OPM CHCTEMHOI0 AMHJIOH/03A.

[TocKONBKY 3TallOHOM JAMAarHOCTHKH aMWJIOHII03a SIBISICTCS THCTOJOTHYECKHUH METOH, TO H
TUTIUPOBAHNE aMHJIOWIa OCHOBBIBaeTCsS Ha MopdororudeckoM moaxoze. Haubonee crapbiii moaxon
3aKJTFOYAETCS B U3MEHEHHUH CPOJICTBA K KPACHUTEIIO KOHTO-KPACHBIN IIPH MOAIIEITAYUBAHUY IETOYHBIM
T'YaHUJIMHOM, KOTOPOE TPH HAM4UU A A-aMUIIONIa UCYe3aeT OUYeHb ObICTPO — B TeUEHHE 1-2 MUHYT U
coxpansercs B TeueHue 1-2 gacoB npu AL- u ATTR-ammionne. HecMoTpss Ha KOCBEHHBIN XapakTep
TUTIUPOBAHUS, TOT METO]] TTO3BOJISIT C JIOCTATOYHO BBHICOKOW YYBCTBUTEIHHOCTHIO U CIICIU(UIHOCTHIO
orauyath AA-tun amuaona (tab:.2)

Tab6auua 2. OnepannoHHble XapaKTePUCTUKH 3P (PeKTHBHOCTH TUNHPOBAHUA AA-aMUJIOUAA
THHKTOPHAJBHBIM METOJAO0M C IIeJI0YHbIM I'YaHUTUHOM ™

Twun amunonna
Pesynbratel Tecta AA He-AA
AA 16 5
He-AA 2 38

YyscrBuTeabHOCTH TecTa = 16/(16+2) = 88,9%
Crierudprunocts Tecta = 38/(38+5) = 88,4%
OTHOIIIEHHE TPABIONO00US TTONOKUTEIbHOTO pe3yabrata (Otll+) = [16/(16+2)]/[5/(38+5)]
=7,64444444
OTHoIIIeHUE MPABIONOA00Ms OTpHUIIaTebHOTO pe3yibrara (OtIl-) = [2/(16+2)]/[38/(38+5)] =
0,125730994
*0003HaueHHs M0 cTpokam: AA — Mcue3HOBeHHE KOHrodummu depe3 1-2 MUHYT mocie Havasa
9KCIIO3UIIMU IIEIOYHBIM TYaHHAUHOM, He-AA — coXpaHeHHEe KOHTMOMDWIHH B TeueHHWe 1-2 4Yacos,
HECMOTPSI Ha AKCITO3HITHIO IIEIOYHBIM I'YaHIHHOM

Ornenka KIMHUYECKONH MH()OPMATHUBHOCTU TeCTa MO MOKa3aTeNl0 OTHOIICHWH MpaBaonoaoous,
cornacHo TpeboBaHusaM ['OCTa 53022.3-2008 «TexHosoruu nabopaTopHble KIMHUYECKHUE.
TpebGoBaHusl K KadyecTBY KIMHUYECKUX JabopartopHbiXx uccienoBanuii. Yacts 3. IlpaBuna oueHku
KIIMHUYECKOH WH(POPMATHBHOCTH JIA0OPATOPHBIX TECTOB», yKa3blBalla Ha YMEPEHHBIC OCHOBAaHUS
(moka3zatens OTII+ — pacnosnaraercs B quamazone 5-10, OtIl- — B tuanaszone 0,1-0,2) 1715t AHATHOCTHKH
AA-ammionioa W, CII€JJOBaT€IbHO, OKOHYATEIbHOE pEIICHHE BO3MOXXHO JHIIb C TOMOIIBIO
MPUMEHEHHUS JTOTOTHUTENBHBIX METOMOB. [IpuMeHeHre MeToja THHKTOPUATHHOTO TUITUPOBAHUS IS
nuarnoctuku AL (YysctBurenpHOCTh 92,9%, crieruduunocts 75%, OtIl+ 3,716, OTII- 0,0952) nnu
ATTR (YysctButensHocTh 80%, cmeuupuunocts 35,71%, OtIl+ 1,2444, OtIl- 0,56) O6su10
Mani03(peKTUBHBIM.

[TpumeHeHre UMMYHOTHCTOXMMHUYECKOTO METo/Aa TunupoBanus AL-Tuma amuiouja y Hammmx
MAIMEHTOB TaKXKe IT0Ka3aJlo, YTO 3TOT METOJ[ JaeT JINIIh yMEpPEHHBIC OCHOBAHHS JUIS JUArHO3a
(UyBctButenbHocts  50%, cneuuduunocts 100%, OtIl+ 6,9999, OtIl- 0,5384) u Tpedyer

MNOATBCPXKACHUSA  NOIOJHUTCIBbHBIMU MCTOAAMMU. 3HaYNUTEIBHBIM HEOOCTAaTKOM MCETOAA ObLIa
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HEYJOBJIETBOPUTENIbHAS AHAJIMTHUYECKAs HAJAEKHOCTh TECTa 3a CYET HHU3KOM YyBCTBUTEIBLHOCTH
(HecMOTps Ha a0COMIOTHYO crienu(puIHOCTh). Cpeu IPUYHMH BBICOKOM YaCTOTHI JT0KHOOTPULIATEIIBHBIX
pPe3yIbTaTOB MOXHO MPEAINOIaraTb COBOKYIHOCTh MPUYUH — CHU)KEHUE aQ(pUHHOCTH aHTHUCHIBOPOTKU
BCJICJICTBHE MOJU(HUKAIMKM aHTUTeHHbIX AerepmuHanT JIL{W B mporecce arpermpoBaHusi B COCTaBe
aMWJIONU]1a, OIIMOKY UHTEpIIpeTalui MOP(OIIOrom, B T.4. BCIEACTBUE IPUMEHEHUs Manod((HeKTUBHON
rpy0oii 4-0aimpHOM IKabl, Hecnenuduaeckoe cBsa3piBanue apyrux Tunos JILM ¢ amumongom.

B nacrosiiee BpeMsi B COOOIIECTBE UCCIIE0BATENEH, 3aHUMAIOIIUXCS TPOOIEMaMH CHCTEMHOTO
aMHJION103a, YK€ C(OpPMHUPOBAIOCH MHEHHME, YTO B MPOLECCE JAUArHOCTHKH M THIIMPOBAHUS
aMMJION103a HEBO3MOXKHO IPEUIOKUTh €JMHCTBEHHBIN METOJ| ¢ a0COIIOTHON MH(POPMATUBHOCTHIO. B
YaCTHOCTH, Ha 3TO YKa3bIBaJl TaKXKe OAMH W3 HauloJiee aBTOPUTETHBIX UCCIeloBaTeIe aMUIIon103a
M.Gertz. B cBoem BoicTyuienun “Diagnosis of Amyloidosis” na XVI International Symposium on
Amyloidosis 8 Kymamoto (SInonus) B mapre 2018r., 3T0T Te3uc 3aMKCHUPOBaH B OMYyOJIMKOBAHHBIX
MaTepHagax CUMIIO3UyMa.

ToyHas TMarHOCTUKa CUCTEMHOI0 aMMJIONU/I03a MPEAIoaraeT TIATeNbHbIA y4eT NPeanoChIIOK,
HEOOXOJUMBIX [UIS Pa3BUTUS TOTO WJIM HMHOTO BapuaHTa. HeoOXoauMbeiM (akTOpOM pa3BUTHS
HacsenctBeHHoro AT TR-amuion03a SBaseTcst MyTalus TPAaHCTUPETUHA, CUCTEMHBINH AL-amuionios
HE MOXXET pa3BUTbcs B orcyrctBue MI, a AA-aMWIONZI03 OCJHOXHSET TEUYEHHE XPOHUYECKHX
BOCTIAJINTENbHBIX 3a00JeBaHui. J[aHHBIE MPEANOCHUIKM B CHUJIY CBOEH 00s3aTEIBHOCTH SBIISIOTCS
yOeIuTeIbHPIMU BEKTOPaMH, YKa3bIBAIOIIMMHU Ha TOT WJIM MHOW THI aMUJIOU103a.

C npyroii ctopoHsl, BbicOKasg yactora MI' He uckirodaeT, HampuMmep, ciaydyailHoe coueTaHue
rammanatuu 1 ATTR-amunongosa. XpoHHueckoe BOCHATUTENbHOE 3a00eBaHNEe Y 2 HAOI01aeMbIX
HaMH MalMEHTOK U3 TPYINIBl MCCIEAO0BAHUSA, BEPOSTHO, B PE3YIbTaTEe MJIUTEIBHOIO MHOIOJIETHErO
TEYEHUs CTajo (PaKTOpoM O0TOOpa aHOMAJILHOTO KJIOHA MJIa3MaTHYECKUX KJIETOK ¢ pa3BuTHeM MI, uto
MOCITY>KUJIO IPUUMHON TpyAHOCTEN B AMPPepeHInanbHON JMATHOCTUKE BapuaHTa aMUIION103a.

[Ipu wu3yueHun auddepeHnnanbHO-IUArHOCTUYECKON [IEHHOCTH COYEeTaHHsl pe3yJibTaToB
TUHKTOPHAJIBHOTO W/WIM MMMYHOTHCTOXMMHYECKOTO THUIHMPOBAHUS C OCHOBHBIMHM KJIMHUYECKHUMHU
NpEANnoCchUIKaMH (HaJlMuue MyTallMM TpaHcTHpeTnHa, MI' M mpeapacnosararomero XpoHHYECKOTro
BOCHAJIUTENBHOTO 3a00J1€BaHNsI) HEOOXOAUMO YUUTHIBATh, YTO OOJBIIMHCTBO HA3BaHHBIX MapaMeTpoOB
SABIISIOTCS KaueCTBEHHBIMU u 1o NPEUMYIIECTBY  JUXOTOMHYECKUMU («pu3HaK
HUMEETCS1/0TCYTCTBYET»), TOITOMY M3 METO/I0B, OLIEHEHHBIX B MHOTO(AKTOPHOM aHaIM3e, OblJI BRIOpaH
METOJ JEpeBbEeB KiaccH(PUKalMu. OTO TO3BOJIMIO pa3paboTaTh TUArHOCTUYECKUH alrOpUTM C
TpeXdTamHbIM BeTBIeHHMEM (puc.2.). B kadecTBe crmocoba KiaccuUKAIMA TPUMEHSIIA METOJ
JUCKPUMHUHAHTHOTOIO OJHOMEPHOIO BETBJICHHMS. ABTOMAaTHYECKOE BETBJIEHHE 3aBEPIIAIOCH JIHOO

JOCTH>KEHUEM TOJIHOM 0€30IMO0YHOM IMarHOCTUKU KaXKA0H (OpMBI, TMOO HAKOIJICHHEM B 3BEHE 5 U
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O6onee ommbok. Ha numarpamme anroputMa B Ka)XJOM Yy3j1€ BETBJICHHSI JaHbl THCTOTPaMMBbI,
yKa3bIBAIOIME Ha KadyecTBO Kiaccuukamuu. Bo Bcex y3nax MOJIOXKHUTEIbHBIE THCTOTPaMMBbI
COBMAJAIOT C KPUTEPUEM MPaBUIBLHOTO BETBJEHUS B JIAHHOM Y3JI€, OTPULIATEIbHBIE TUCTOTPAMMBI

YKa3bIBAIOT Ha YHCJIO HAOIIOACHUIA, KOTOPBIC MTOIBEPTralOTCs aHATM3Y B IPYTUX y3Jax.)

—AA
--- AL 1 _ AL
-------- ATTR R
) - [
My TaLumn TPaHCTMPETUHA: HE HalaeHb
124 9
2 AL 3 ATIR
17 -
- DLLE_-E_ - :_.I,.._'_
25 99
4 AA 5 AL
L] Crov REEE
Mpeapacrnonaratoluee BocnaneHmne
22 nmeeTcs 3 MoHOKOHasbHas raMmanar vs
BbISBIIEHa
6 AA 7 AL
I~ Dl_ = B D:_'IL.'_-_

PucyHok 2. AAropuTm onpeaejeHus TUIA aMUJION103a N0 KIMHUYECKHM NMPU3HAKAM
(MeToa 1epeBbeB KJIACCUPUKALMHU).

IlepBas BeTBb TmpeAnoyiarajia HCCIECJOBAaHUE MYyTalUMid TPaHCTUPETHHA, YTO TMO3BOJISIIO
6e301100yHO oTIMuYaTh 00JbHBIX ceMeiHbIM AT TR-amunonaozom. Ha crnexyromiem stamne anrropurma
PEKOMEHJIOBAaHO OIICHUTh PE3yJbTaThl HMMYHOXHMHUUYECKOTO HCCIEJOBAHUS C MPUMEHEHHUEM
BBICOKOYYBCTBUTEIIBHBIX METOAOB (MMMYHO(HUKCAIUsI U KOJUYECTBEHHOE OMpeeIeHUE CBOOOIHBIX
JIIIN Freelite). V 6ombHbIX ¢ BhisBacHHOW MI' nuarnoctupoBanu AL-amumon03. Hakowerl, yJer Ha
TPEThEM dTalle HaJTN4us Y MalMeHTa XPOHHYECKOTO BOCTIATMTEILHOTO 3a00I€BaHUS MTO3BOJISIT OTJINYATh
00sbHBIX AA-aMuion1030M. CO CTaTUCTUYECKOW TOYKH 3PEHUS BKIIOUCHHE B aJITOPUTM PE3YyIbTaTOB
TAMUPOBAHUS aMHWJIOMJA OKa3aJloCh M30BITOYHBIM TapameTpoM (paHr 3Toro mapamerpa mo 100-
OaIBbHOM IIKaNle 3HAYUMOCTU COCTaBWJI Bcero 24 Oamira, B TO ke Bpemsl 3HadeHue Hamuuuss MI
paBHsutock 100 Gammam, mpeapacioiaraionero BoCnaIuTeIbHoro 3aboneBanus — 61 6amry, MmyTaruit
TpaHCTUPETHHA — 56 OayiaM), 0 3TOW MPUYUHE PE3YIHTATHl TUIMPOBAHUS AMIJION A HE BKITFOUCHBI B
pacyeT OKOHYATEIHbHOTO TUATHOCTHYECKOTO aIrOpPUTMA.

[Ipy mpuMeHEeHWHM yKa3aHHOTO AaJfOPUTMa B TPYIIE OOCIEIOBAHHBIX HaMU OONBHBIX OblIa
JIOITYIIIEHA BCETO OJ[HA OMMOKa — 0/1Ha O0oMbHAsT A A-aMIIIONI030M ObLIa paclieHeHa Kak umeroriast AL.
D10 OBLIO CBSI3aHO C HamMuueM y nanueHTKd MI'. ¥V 3 GOJIbHBIX aJITOPUTM HE CMOT YCTAaHOBHUTH THII

amminouzo3a. [lo-BuauMoMy, B 3Ty TIpyldly MOTYT MOMNAacTh MAlMEHTHI C JPYrUMH Oojee peaKuMu
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dbopmMamMu aMUJIOWI03a WJIM C JOMYIIEHHBIMH OIIMOKaAaMH TIPU MPOBEJACHUU JIAOOPATOPHBIX
HCCIICIOBAHUM, KpOME TOTO 2 M3 3 ATUX MAIlMEHTOB MOCTYNWIM B Hally KIMHHUKY 10 2006r., korma
COBPEMEHHBIC METOJIbI BBICOKOYYBCTBUTEIHHOW nuarHocTHKH MI Obutn HemocTymHbL. OmHAKO,
pe3ynbTaThl THUOUpOBaHUS (y | — THUHKTOPHANBHOTO, y APYroro — HMMYHOTHMCTOXHMHUYECKOTO)
MO3BOJISIOT MpenoaraTh y Hux AL-amuiono3.

[TokazaTenu 3¢ (PEeKTUBHOCTH MPUMEHEHHOTO JUATHOCTUYECKOTO aJITOPUTMA CBEJICHBI B €IUHYIO
TaOJIMIy KIMHUYECKOH 3((EKTHBHOCTH B COOTBETCTCHUH C TPEOOBAHUSMH YIIOMHUHABIIETOCS paHEe
I'OCTa (Ta6ma.3).

Tab6auua 3 OnepannoHHble XapaKTepUCTUKHU I(PPeKTUBHOCTH THATHOCTUKH PAa3HBIX THIIOB
CHCTEMHOI'0 AMHJIOH/103a € IIOMOIIbIO Pa3pad0TAHHOI0 JHATHOCTHYECKOI0 AJIrOPHTMA

Twun amunonna
Pe3ynbratrel oLleHKH AA He-AA
AA 22 0*
He-AA 1 119

YyscTBuTeabHOCTh TecTa = 23/(23+2) = 92%
Crnenuguanocts Tecta = 120/(120+1) = 99,17%
OrtlIT+ = [23/(23+2)]/[1/(120+1)] = 115

OtlII- = [2/(23+2)]/[120/(120+1)] = 0,08

Twun amunonna
Pe3ynbTaThl OlIEHKH AL He-AL
AL 99 1
He-AL 3 39

YyscrBuTeabHOCTh TecTa = 99/(99+3) = 97,06%
Crnenugpuanocts Tecta = 39/(39+1) = 97,5%
OrtIT+ = [99/(99+3)]/[1/(1+39)] = 38,824

OrllI- = [3/(99+3)]/[39/(39+1)] = 0,0302

Tun amunonna
Pe3ynbTarsl oleHKH ATTR He-ATTR
ATTR 17 0
He-ATTR 0 125

YyscrButenbHOCTh TecTa = 18/(18+1) = 94,74%
Crnenugpuanocts Tecta = 126/(126+1) = 99,21%
OtIl+ = [18/(18+1)]/[1/(126+1)] = 119,9
OtIl- = [1/(18+1)]/[126/(126+1)] = 0,0531
* groOBl M30ekKaTh JENCHHUS Ha HOJb, B KKIOE TOJIe TAOMUIIBI TIPH pacueTax I100aBisuIach
eIMHUIIA

Jlanuble KTMHUYECKON 3((GEKTUBHOCTH aJTOPUTMA MOKA3bIBAIOT, YTO AJITOPUTM COOTBETCTBYET
TpeboBanusiM ['OCTa kak Merox A NPHUHITUS OKOHYATEIBHOTO JWAarHOCTUYECKOTO PpEIICHHMS.
['maBHBIM HEJOCTAaTKOM alrOpUTMa SBJIETCSA TO, YTO PEIIEHHE O TUIIE aMWJIOMJAa IPUHHUMAETCS II0
KOCBEHHBIM JIaHHBIM, a HE IO BBIABICHHIO OCHOBHOTO OenKa-aMHJIou7000pa3oBaTelis B COCTaBe
amunonga. OKOHYATETBbHOM  HE3aBUCUMOM M OOBEKTUBHOW  TMPOBEPKOH  3P(HEKTUBHOCTH

MPEJIOKEHHOTO aJropuT™Ma OyAeT BHEIPEHHE B PyTUHHYIO IPAKTUKY METO/I0B TPOTEOMHOI'0 aHAJIN3A.
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B HacTOoAIECEC BPEMA OCHOBHBIM crmocodom 06’BCKTI/IBI/I33HI/II/I U HHUBCJIMPOBAHUA OII00K IIPUMCHCHUA

ajJIropurMma sABJIIFOTCA METOAbI THCTOXUMHUYCCKOI'O TUITMPOBAHU .

AA-amunii0u103 - IP00JIeMbl TUATHOCTUKH, OLEHKH MPOTrHO3a U JICYeHUS.

Knunnueckue nposiisienuss AA-aMuaon103a CyMMUPOBaHbl B Ta0u.4. ['1aBHBIM MPOSIBICHUEM
AA-amunonnosa cpeau 140 GompHBIX AA-amunonmo3zom Obuta mporeunypus (ITY, y 105 u3z 109 —
95,41%). A A-amuiion103 nposBisiics Hepponarueit ¢ uzonupoBanuoit I[TY (60%) uau B coueTanuu ¢
remarypueii (40%). Hedporuueckuii cunapom (HC) BwisBaen namu y 62 (56,36%), u3 nux y 18
(29,03%) rumoansOymuHeMus Obiia MeHee 201/, YTO YKa3bIBAIO HA TSHKCIIBIM TMITOBOJIEMUYECKHI
BapuaHT Teuenus HC.

KiroueBoil mpoOnemMoil TUMarHOCTUKU BTOpUYHOro AA-amuionsio3a SIBISETCS IpaBUIIbHAs
UHTEpIIpETalds MNPUYMHHOIO BOCHAIMUTEIBHOIO 3a0o0sieBaHMsl, OT JIEYEHUS KOTOpPOro 3aBHUCUT
JalnbHEeNIee TeYeHNe aMUIION 103a.

Cpenu Hammx 60JIbHBIX AA ObLT HHIYIUPOBAH XpOHUYECKUMH HHDeKIHsIMU Y 8,96% (1a611.4,5),
OpoHX03KTa3uAMHU (Y KaKJJOTO BTOPOI'0) U OCTEOMUETUTOM (y KaXKJI0r0 4e€TBEepTOro). JlomuHupyromiei
npuunHoi AA Obi1 PA (y 39,55% OonbHBIX, Ta01.5).

Opnako pons PA cpeam Apyrux NOpUYMH TaKkKe, KaK M JOJS XPOHUYECKHX HH(EKIUH, B
HacTosIllee BpeMs MMEeT TEHAEHIMI0 K yMeHblleHHto. OCOOEHHO YeTKO 73Ta TEeHACHLUs
TPOCJICKHUBACTCS MIPU CPAaBHEHUU 4acTOThl AA cpemu OombHBIX PA 1o 2002r (48%), kora mosiBUINCH
nepBble OOJIbHBIE B HAIIEH IpyIIe ucciaeaoBanus, noayyatoue HHruouropst ®HO-a, u mocne 2002r.
(34%), xorma 3TOT METOM JIEYEHHUS CTAl IIMPOKO MPUMEHSATHCS. YUHUTHIBAsl, YTO YPOBEHb ONIMOKH
JOCTOBEPHOCTH ATOro cHikeHus coctasui 0,1103 (t.e. 10%, a He obmenpunsThie 5% OMUOKN), MOKHO
cAenaTh BBIBOJ JMIIb O TEHACHIMH, JUIsI KOTOpPOW Mpu uMciaeHHocTu rpynn 52+80=132 MoxxHO
NpPU3HATH IOMYCTUMBIM YPOBEHb OIINOKH, 0113K0H K 10%.

[To-BuaMMOMY, IIMPOKOE BHEAPEHHE METO/I0B Oa3UCHOM Tepamuu, B T.4. COBPEMEHHBIX CPEICTB
AQHTULIMTOKMHOBOW TepamuM, KOTOpbIE CUUTAIOTCA, B LEJIOM, Oojee Oe30MacHbIMU U aKTHBHO
BHEJPSIOTCSI, HECMOTPSI Ha BBICOKYIO 3aTPATHOCTb, CTaJI0 OCHOBHOM MPUYUHON TEHIEHIIUN K CHUYKEHUIO
nonu PA cpenu npuunn AA.

C npyroil cTOpoOHBI, MOKHO BBIJEJINTH IPOTHUBOIOJIOKHYIO TEHACHLMIO K YBEIMUEHUIO CPEIU
npuunH AA dactotel AB3 (46% mo 2002r. u 59% mnocne 2002r.). [lpuuem cymmapHas TeHIEHIUS HE
SBJSIETCS IOCTOBEpHOU, ogHako npu pasaesieHnu AB3 Ha CIIJI u nonureHHsie ayTOBOCIAIUTEIbHBIE
MPOLIECCHl CTAHOBUTCS OYEBUIHBIM, YTO 3a MOCJIEIHUE Tojbl coKpaTmioch yucio OonbHbix CIUJI, B
nepByto ouepenb [1b, ocnoxuenasiMu AA ¢ 35 1o 15% (p=0,0148). Crnegyer npu 5TOM OTMETHTb, YTO

6onbubie 16 0e3 AA oOpamaroTcss K HaMm mo-TipexHeMy yacTo. OCHOBHOM 3aKOHOMEPHOCTHIO,
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OKa3aBIeil HanOoJIbIIIee BIMSTHUE HA N3MEHEHNE YKa3aHHBIX BBIIIE COOTHOIICHUM MPUIKH AA, IBUITOCH

Bo3pactanue A0iu (¢ 11 no 43%, p=0,0004) u abcomoTHOrO Uncia nojureHHsx AB3.

Ta6auna 4. OcHOBHBbIE KIMHUYECKHe NMPOsSIBJIeHN Y 00JbHBIX AA-amuiaonao3om, N=141

Knunnueckuii cuaapom Uuciio 60J1bHBIX Cunpapom orcyrctByeT | Beero
Bcero | BT.4. | BT.U. C
cHC | XIIH
Hedpomarus 109 62 44 1 110
ITY, B T.4. 105 5
MeHee 1T/cyT//B T.4. C 20//3 | 3/l 9/I2
reMatrypueu
1-3r/cyt//B T.4. Cc remMaTypueii 33//15 | 11//6 | 16//8
>3 r/cyT//B T.4. C reMaTypuei 52//24 | 48//21 | 18//8
AT 56 31 28 54 | 110 |
Cragust AT ) 1 2 3
| crenenn 3 7 12
2 CTeTeH! 1 9 11
3 creneHu 1 2 10
Yrommuenne MXKIT* | 21 | 12 | 12 | 48 | 69 |
C AI' | 10mM (MeXKBapTHIIBHBIN pazMax 9-11,5mMm)
bes 8MM (MEKKBapTHIIbHBIN pazMax 8-10mm)
AT
XCH | 19 13 | 13 | 90 | 109 |
Hononuurensubie Gakropsr XCH NBC — 7; mopoku KJIaliaHOB cepama — 2;

XPOHUYECKas AbIXaTeJIbHAS
HEIOCTaTOYHOCTE C JIETOYHOU
runepreH3uei — 3; XpoHndeckas aHeMus
— 1; nBycTOpOHHSS HEQPIKTOMUS,
reMoauanus — 1; rpaHyjieMaToO3HbIN
nonuanruuT Takascy — 2

XCH XCH otcyrcTBYET
UMeEeTCs
Al mmeercs | TMXKIT>10mm 7 10
TMXII 10mm 1 menee 6 14
AT TMKIT>10mMm 1 3
OTCYTCTBYET
TMXII 10Mm u MmeHee 1 27
Jannbie no TMIKII noctynas! y 69 601bHBIX
OpTtocTaruyueckasi TUIIOTEH3H 0 110 110
Onu3oaudeckast Wi XpoH. Jlmapes 26 13 21 83 109

* MOKII — mexokeny104KoBasi IeperopojKa

C YUCTOM OOJIBHBIX C PECAKUMU 336OHCBaHI/IHMI/I, B MATOI'CHE3C KOTOPBLIX TAKIKE NPUCYTCTBYCT
CYH_ICCTBCHHBII‘/JI ayTOBOCHaJ'II/ITCJ'IBHHﬁ KOMIIOHCHT (3 nanmueHTa ¢ 00JIe3HBIO KaCTHLMaHa, 3 -c

aoproapTepunToM Takascy u 2 — ¢ XpOHUYECKUM CapKOU030M), COBOKYITHAs Tpymma 3a0071eBaHUN C
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MIPEUMYILECTBEHHO ayTOBOCIAIUTENBHBIM MEXaHU3MOM cocTaBuia 53,7% U B HACTOSIIIEE BPEMS] MOKET
OBITH NMPU3HAHA TOMUHUPYIOIICH cpeau mpuauH AA.

Tadauna 5. YacTora XpOHHYECKHX BOCTAJUTEIbHBIX 3200/ IeBAHUI-TIPHYMH AA-aMIJI0N1032
(n=134)

[Ipuunna AA-amuiionioza Yucino 60IbHBIX OTtHocuTenpHasA yacTora, %
3aboneBanue N  mo rpymmam, n no rpymnmnam, %
AyTonMMyHHBIE 3200J1€BaHuUs, B T.4. 54 40,3
PA 53 39,55
CucremHasi KpacHasi BOJTYaHKA 1 0,75
(CKB)
IMonurenusie AB3 31 23,88
AHKUITIO3UpPYIOUIHH cioHannoaptTputr 13 9,7

[IcopuaTuueckas apTponaTus 6 4,48
FOBeHUBHBII XPOHUYECKU apTPUT 4 2,99
Bbonesnr Ctuimia 1 0,75
3
4

XPpOHHUYECKUH SI3BEHHBIN KOJIUT 2,24

bonesnnr Kpona 2,99

CIII 28 20,9
116 24 17,91
Cungpom Makia-Yaica 2 1,49
TRAPS 2 1,49

XpOHUYECKHE HATHOCHUS 12 8,96
Bbponxoskrazuun 6 4.48
OcTeoOMHUETUT 3 2,24
XpOHHOCETICHC 1 0,75
AramMmarioO0yTuHEeMHUs 1 0,75
TyGepkynes 1 0,75

Jpyrue npuunHel 9 6,72
bonesnr Kactnbmana 3 2,24
Capkonnos 2 1,49
Aoproaprepunt Takascy 3 2,24
PA ¢ ocreomuennToM 1 0,75

Yucno netanbHBIX UCX0J0B cpeau AA coctaBuio 22 u3 110 xopomro npociaekeHHbIX 00IbHbBIX
TPYNIbl UCCIIEIOBAHMS, YTO OMpoBepraer (paraabHOE OTHOIIEHHE K aMWJIOUI03y KaK HEU3JIeYMMOMN
6ome3nun. Y Bcex 14 ymepmux 6onbHBIX CIIJI m monmurennsiMu AB3 neTanbpHBIA MCXOJ HACTyHasl B
yCIOBUSAX CHOPMHUPOBABIICHCS ypeMUU, B TO BpeMs Kak, TOJIbKO y 3 u3 8 ymepmux OOiIpHBIX PA
oTMevaiach XpoHuueckas 6ose3nb nmouek (XbBIT) 4 wiu 5 cramuu. 5 octanbHbIX 00MbHBIX PA ymepnu
OT CEepJCYHO-COCYIUCTBIX M HHBIX BHEMOYEUHBIX OCJIOXKHEHHH, MpuyYeM y 3 U3 HUX COXpaHsIach
HOpMasibHast GyHKIHS movyek. Takum oOpa3omM, y 00impHBIX PA B oTiiHumMe oT OOJBHBIX MOJUTEHHBIMHU
AB3 manchl 1eTadbHOTO UCX0/1a B YCIOBUIX ypeMuu (oTHomeHue mancos=0,044, nos.unrepsain 0,004-
0,484), ObuIM CYILIECTBEHHO HIYKE IAHCOB JIETAILHOTO HCXO0/1a OT CePIIEYHO-COCYAUCTHIX OCIOKHECHHUI

(oTHOIIEHUE maHCOB=4,16, noB.uHTEpBaa 0,6-26,29).
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AHanu3 KpUBBIX MOYCYHOH BBDKHBAEMOCTH (pUC.3) TaKKe MOKa3bIBACT, YTO MPUOIM3HUTEIHLHO
70% 60abHBIX PA, OCI0XKHEHHBIM aMUJIOUA030M, TaK U HE JOCTUTAET YPEMHH, B OTJIMYHE OT OOJIBHBIX
AB3. Ecnu k 14 rogam ot Havana amuiiongo3a 53% OonbHbix AB3 HyxXaaioTcs B reMoanaliuie, To

cpenu 60mbHBIX PA remouanus Kk 3ToMy BpeMeHH HEOOXOAUM TOJIbKO 16,561%.
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Pucynok 3. Cpoku A0:KUTHS 10 YpeMHH Y 00JbHbIX AA-amujonao3om B rpynnax PA u AB3.
YucnenHocts rpymnmn coctaBmia 57 (AB3) u 41 (PA). B cBsi3u ¢ YHCIEHHOCTHIO OJJHOU U3 TPYII MEHEe
50, nns OUEHKM JOCTOBEPHOCTH paszNuyuil wucmnois3oBasics F-kputepuit Kokca (kak 0Oonee
3 dexTHUBHBIN B 3TUX yciaoBusax). Kpurepuii I'exana, Hanbosee 4yBCTBUTENbHBINA HA paHHEM JTaIle, He
MOT HCIOJIb30BAThCS TAKXKE M3-3a 3HAUUTENbHBIX IIE€PECEUEeHUN KpUBbIX, UMEHHO, HAa paHHEM JTarne. F-

kputepuii Kokcea (10, 52) = 4,467338 p =0,00015

[Tpu pazpenenun rpynnsl AB3 na CIIJI u nmomurennsie AB3 pasnuuusi MeXAy KpHUBBIMU
MouevYHOH BbhkHBaeMocTH y 601bHBIX PA, CILJI 1 monurennsiMmu AB3 (XZ =6,71914, df=2, p =0,03476),
B TIEPBYIO OUYEPE/Ib CBSI3aHbI C HU3KOM MOYE€YHON BEDKMBAEMOCTHIO TIOATPYIIIBI OOBHBIX MOTUT€HHBIMU
AB3, oTpunartenbHBIH BKIaM KoTOpol (-343, pacder mo mporeaype MeHTena) B UTOTOBOE BPEeMs
MOYE€YHON BEDKHMBAEMOCTH MIPOTHUBOITOCTABJICH CyMME BKJIaZ0B y 00ibHBIX PA (206) u CILI (137).

[To Bcelt BumuMOCTH, Ooniee OBICTPOE MPOTPECCUPOBAHKE aMIIOMIHON He(poraTuu, OCHOBHOTO
nposiBnieHUs1 AA, y O0JIbHBIX ¢ TonUreHHbIMUA AB3 00ycloBI€HO MEHEe IMUPOKUM MMPUMEHEHHEM Y HUX
6azucnou Teparmun (y 12 u3 31 — 38,71%) no nuaraoctuku AA, B TO BpeMs Kak 6oipHbIe PA momyyanu
6asucHoe nedenne B 55% ciyuaes (y 22 u3 40).

OTka3y OT akTUBHOW Oa3uCHOW Tepamuu y OONBHBIX ¢ TOMUTeHHbIMH AB3, BeposTHO,

CIOCOOCTBYIOT HE TOJIBKO MPEICTaBICHHS 0 He3(h(hEKTUBHOCTH CTAaHIAPTHOM 0a3MCHON Tepanuu y TUX
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OOJIbHBIX, HO U 00JIee MATKOE TeUeHHUE apTpuTa 6e3 (popMUpOBaHUS CYCTaBHBIX JECTPYKIIMM B TECUCHUE
JUIUTEIILHOTO BPEMEHH.

B aT0#i CcBA3M HEOOXOIUMO OTMETUTH, YTO PUCK AA CONpPSKEH HE CTONBKO C KIMHUYECKUMH
NPOSIBICHUSIMH aKTHBHOCTH BOCHAJICHHSI, CKOJIBKO C YPOBHEM CEKpEIMH aMUJIOHJIOTEHHOro Oelka-
npeamectBeHHKa — SAA. MbI nccnegoBaii cojaepxanue B KpoBu SAA y 35 GOJIBHBIX pa3IMUHBIMU
nosmaptputamu (PA — y 22, aHKUJIO3UPYIOIMIUNA CIIOHIUIOAPTPUT — Y 7, FOBEHUJIbHBIH XPOHUYECKUN
apTpuT — y 4, icopuarudeckas aprponatus —y 1), u3 kotopsix y 29 Obu1 BeisiBieH AA. KonneHTparus
SAA xoppenupoBajia CO MHOTMMH KIMHHYECKUMH MapaMeTpaMH AaKTHBHOCTH TOJIHAPTPUTOB —
byukunonanpabeiM uHAekcoM Jlu (R=0,44), unnexcamu HAQ (R=0,42), Puuu (R=0,44), EULAR
(R=0,49), mnpomomxkuTenbHOCThIO yTpeHHeil ckoBanHocTH (R=0,46). OnHako B MMOJABISIOIIEM
OOJIBIIMHCTBE CIy4YaeB BENMYMHA KOAPPHUIIMEHTOB KOPPEISIIIMKA COOTBETCTBOBAJIA YPOBHIO KOCBEHHOM
CBSI3H, HE MTO3BOJISBIIEMY YCTAHOBUTH IPSMbIE COOTBETCTBHSL. HHU3Kas 4yBCTBUTEIBHOCTD KIIMHUYECKIX
apaMeTpoB, B T.4. TPAIULIUOHHBIX — «C»-peaktuBHoro 6enka (CPB), mis oleHkH pucka aMHION103a
Y, B YaCTHOCTH, BBIPAOOTKH aMUJIOUIOTCHHOTO OelKa-MpeAIIeCTBEHHUKA CBsI3aHa C TeM, YTO YK€ Mpu
HEOOJIBIIIOM YBETMYEHUH 3HAYCHUS! KITMHHYECKOTO IMapaMeTpa TOCTUTAINCh MAKCUMaIbHbIE 3HAYCHUS
SAA. Taxk, npesbimenne HOopMmanbHOTo 3HaueHuss CPb B cpegnem ormeuanocs mpu ypoBHe SAA
267,4vr/n (27H0pM), 4TO yKa3bIBaeT Ha OOJiee BBICOKYK YYBCTBHTENBHOCTH SAA B ITHArHOCTHKE
aKTUBHOCTH BOcHajieHHsl, yeM ypoBeHb CPb u knnHu4eckux nposBaeHUH NOIHapTPUTa.

Y OONBHBIX C pPEMHUCCHEH WM HU3KOH aKTHBHOCTHIO MOJHAPTpUTa ypoBeHb SAA ObLI
cymectBenHo Hmxke (73,89mr/n, U=47, p=0,001021), yueM y OONBHBIX C BBICOKOH aKTHBHOCTHIO
(217,66Mmr/11), oHAKO, TaKe B PEMUCCHH €r0 YPOBEHb HE CHIDKAJCS Hike SOMr/n (mpu Hopme 10Mr/m),
YTO yKa3blBa€T HA COXPAHAIOLIYIOCS AaMUJIOUAOT€HHOCTh CYOKJIMHMYECKOIO BOCHAJCHHUS W,
COOTBETCTBEHHO, PUCK MporpeccupoBanus amuionjosa. [Ipu 3nauenusax SAA 80mr/n u Gonee (y 26
0O0NBHBIX TPOTUB 9 OONBbHBIX C OoJiee HU3KUM YPOBHEM) Y NAIMEHTOB CHUKAJICA I0Ka3aTellb
BenkHBaeMocTH (F=3,162584, p=0,03625), y manmenToB co 3HaueHusIMU SOMT/11 11 6ostee (y 30 G0IBHBIX
npoTuB 5 OONbHBIX C Oonee HU3KUM ypoBHeM SAA) orMmedanuch Oosee OBICTpbIE TEMIIbI
nporpeccupoBanus AA (F=1,762527, p=0,05026, puc.13) u HC (F=1,981514, p=0,03218).

Takum oOpa3om, IpoHIaKTHKA ¥ JICUSHHE aMUJIONI03a TPEAIONAraloT Ha3HAYeHUe aKTHBHOM
0a3WCHOI Tepamuyu HE3aBUCHUMO OT WMCXOTHOW aKTUBHOCTH BOCHAJCHUS C IENbI0 MPOQWIAKTHKA
MOBBIIIEHHON MPOAYKIMH OelKa-TpeecTBeHHUKa aMuiIonaa. B HacTosimiee Bpems 3ta 3aaa4a Oosee
ycIemHo pemaercst B cinydae PA, y 6onbHbIX ¢ nonureHHbIMU AB3 HeoOxomum Ooiiee aKTHBHBIN
MIOJTXO/T K ATOTO pOJia TEPAITHH.

BosBpamiasich k mpuYrMHAM BBICOKOTO PUCKa YpeMHUHU Y OONBHBIX AA, OCIOXHHUBIIMM TEUEHUE

AB3, cienyer oTMETUTh, YTO B OTIWYHE OT OONBHBIX ¢ moiureHHbiMu AB3, mokazaTenu mouyeqHoi
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BbDKHBacMocTH y OombHBIX ¢ CIIJI 3amerHo Beime (Kputepuii I'exana-Bunkokcona=2,618256,
p=0,00884), HecmoTps Ha TO, 4TO d(PPEKTUBHOE JICUCHHUE ITH MAIMCHTHI, 10 YCTAHOBJICHUS JAUArHo3a,
KaK [PaBUJI0, TOke He moaydanu (21 u3 23 - 91,3%).

[To-Buaumomy, 3¢pdexruBHas TepaneBTHUecKas crparerus B oTHomeHuu 116 u Oonee BbIcOKas
IPUBEPKEHHOCTh 00JbHBIX 1B K MOCTOSHHOMY JI€YEHHIO KOJIXMIIMHOM U BO3MOXKHOCTH IPUMEHEHUS
AHTULIUTOKMHOBOM Tepanuu y OOJIbHBIX C HEMOJHBIM 3(PPEKTOM KOJXUIUHA B HACTOALIEE BpEMs CTalId
IJIaBHOM npuuuHOW ymeHblueHus noau I11b cpenu 6onapHbix AB3 kak npuunHbl AA. CyliecTBEHHbIE
yCIIeXH JOCTUTHYTHI TAKXKe B AMATHOCTHKE U jiedyeHuu oonee peaxux CILI.

Baxxnocts nuarnoctuku AB3 v mpodunakTuky AA Ipu HAX CTABHT 33J1a4y TOUYHOMN THAarHOCTHKHU
ayTOBOCHAJICHHsI, YTO OCOOEHHO Ba)KHO, YYUTBIBAsI OTCYTCTBUE TOUYHBIX MTATOI€HETUUECKUX KPUTEPUEB
JTMAarHOCTUKU TONUTeHHBIX AB3. B 3TO# CBSI3M MBI M3Y4YMJIM TUAarHOCTUYECKOE 3HAYCHHE BAKHOTO
noKasaressi aKTUBHOCTH HEHTPO(UIIOB — KITFOYEBOTO KOMIIOHEHTA ayTOBOCIAJICHHUS, - KAIbIPaHyIHHA
C (S100A12) y 46 6ombubix CITI (ITh u apyrumu CITJI — kpuonupunonatusimu, TRAPS) u 7 601bHBIX
nonureHHsiME AB3 (aHKUIIO3UPYIOLIMI CIIOHIUIIOAPTPHUT, ojaarpa, 0oj1e3Hb bexuera) B CpaBHEHUH C
45 6onmpHBIME ayTouMMyHHBIME 3a00seBanusmu (PA, ANCA-accormupoBannsie ['TIA, DI'TIA, MIIA,
a taxke AUD).

HauoGonee Bricokue ypoBHu S100A 12 BersBisiauch y 60nbHbIX [1b B a3y akTUBHOrO TeueHUs —
969,34ur/mn (788,45-1122,35), moutu B 3 pasa npesbimasimue (p=0,000059), snauenus S100A12 y
6osbHBIX B pemuccuu (331,95ur/mn (258,65-530,4). Tlockonbky y 310poBbiXx ypoBeHb S100A12 He
npesbimaer 120HT/MJI, MOXXHO KOHCTaTHPOBATh, YTO JaXKE€ B YCIOBUSAX KIMHUYECKOH PEMHUCCHH C
nomoteio S100A12 3¢ ¢dexkTUBHO BBIABIAETCS CYOKJIMHMYECKAs aKTUBHOCTh BOCHAJIEHUS. YPOBEHb
S100A12 6b11 Boime (Z=3,72, p=0,00014) y 6omnbubix 16 (788,45ur/™M1, 417,50-1015,18), Takke mo
CpaBHEHHIO C O0JIbHBIMU U3 rpymnnbl kpuonupuHonatuit 1 TRAPS (396,70ur/mi, 139,74-466,06). O1tn
pasIMyus COXPAHSUTMCh M TPHU pa3/eIeHuH OOJIbHBIX 10 aKTUBHOCTH 3abosieBanuii (puc.4). Ilo Bcei
BUJUMOCTH, MOKHO TMpeanoiarate, 4ro pasHuna mexay I[Ib u ngpyrumum CIIJI o6ycnosnena
0COOEHHOCTSIMH MaToreHe3a — JOMUHUpYoLIel poiibio HeliTpoduia B maroreHese I1b, B To Bpems kak
npu kpuonupuHonatusx u TRAPS umeror 3Hauenue B Oosbliiell creneHn Makpodaru 1 JeHIpUTHBIE
KJIETKH. B To ke BpeMsi oJydeHHbIEC JaHHBIE CBUETEILCTBYIOT, 4TO Kosebanus S100A12 mo3BossitoT
He MeHee A((EKTUBHO Pa3IndaTh 00OCTPEHUE U PEMUCCHIO Takke KpruonupruHonatuid U TRAPS.

Amnanus ypoBHs SI00A 12 B cbIBOpOTKE Y O0JBHBIX MOMUTeHHBIMU AB3 oka3aincst conocTaBUMbIM
¢ rpynnoii kpuonupuHomnatuii u TRAPS. Tak ypoenbs SI00A12 Bo BpeMs o0ocTpeHUs 3a001eBaHMIA
coctaBui B cpenneM 518,28ur/mn (428,52-649,47), aro 3ameTtHo Bbie (Z=-2,12; p=0,0034), yem B

pemuccuio — 116,02ur/mn (110,03-139,59) u cyiiecTBEHHO HE OTIHYAICS OT ATOrO IMOKa3aTeas y
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O6onbHBIX KpronupuHonatusiMu U TRAPS (B mepuox aktuBHoctu: z=0,71; p=0,48, u B ha3y pemuccun:
z=0,53; p=0,63).

Kputepuin Kpackena - Yonnuca :
H=35,76977 p=0,00001

1400
p =0,0087 —l
1200
1000 969,34
S 800
E p = 0,0000059
N 600
g 471,45
1 o
3 400 389,10 M T
i p=0,0008
156,65
200 - i 156
A
° J
p =0,0078
-200
MNMba Mbp Clna Clp

Mba-o6ocTpeHue Nb
MBp-pemuccus INb
CIa-o6ocTpenne CI1
CIp-pemuccua CIl

Pucynoxk 4 CoiBoporounblii ypoBenb S100A12 y 60sbHbIX ¢ IIB u CILJI npu ux odocTpenun u
peMuccUuM

B nepuoa o6octpenus nonurennbix AB3 xonuentpanust SI00A12 6bl1a Belie, 4eM y O0JIbHBIX
¢ o0ocTpeHrneM ayTOMMMYHHBIX OonesHeit (z=2,04; p=0,022). B ¢a3y pemuccun pa3zinuuuii B ypoBHIX
S100A12 y GONBbHBIX MOJUI€HHBIMU ayTOBOCHAIUTENBHBIMUA U ayTOMMMYHHBIMH 3a00JIEBaHUSIMU HE
osu10 (z=-0,30; p=0,76). OTH HaHHBIE COTIACYIOTCS C KOHIICTIIHEH O CMEIIaHHOM U MPEUMYIIIECTBEHHO
ayTOBOCIAJIUTEIILHOM XapaKTepe aHKWJIO3HUPYIOIIEro CIOHAWNoapTpuTta, Oone3nn bexuera u np. A
ayTOBOCIAJIUTENbHAS TPUPO/IA ITOArPhl B HACTOSILEE BPEMS YKE HE OCITIAPUBAETCS.

O6wvenunenue nomureHHsix AB3 u CIUI B onmny rpynny AB3 B mNpoTHBONOCTaBIEHUH
ayTOMMMYHHBIM 3a00JIEBaHUSM TO3BOJIMJIO BBISIBUTH OYEBHIAHYIO PA3HUILy MEXIY HUMHU IO YPOBHIO
S100A 12 kak B mepuo]; 000CTpeHH s, TaK U B peMUCCHUIO (pHc.5).

Taxum obpazom, S100A12 sBisiercst 3 PeKTUBHBIM MapKepOM ayTOBOCHAICHHS, TT03BOJISIOLIIM
OTJIMYATh UX OT AyTOUMMYHHBIX MEXaHNU3MOB BOCIIAJICHUS.

HecmoTpss Ha HepemeHHOCTh psjna npodiemM, B IEJIOM B HACTOSIIEE BpeMs MOXKHO
KOHCTAaTUPOBATh CYIIECTBEHHOE YIIYUIICHHE TIOKa3aTelis OOIIeH BBDKUBAEMOCTH OONBHBIX AA-
ammionsio3oM ¢ 13 ser B cepenune 90-x (O.M.Bunorpanosa, E.H.Kouy6eii u coaBt.) 1o 18 net mo
COOCTBEHHBIM JAaHHBIM. OJTHOBPEMEHHOE MOCTPOCHHE TaOIMIL JOKUTHS ITOKA3bIBAET, YTO Y MALMEHTOB,

MEePEKUBIINX CPOK 18 jeT, oxkuaaemMas npoJoJKUTENBHOCTD JKU3HU cocTaBiseT ene +10,5 ner.
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Kputepuin Kpackena-Yonnuca:
H=61,38857 p = 0,00001

1400
p=0,008143
1200
A 4

1000
[
2 795,70
= 800
- A 4
N
< T
§ 600 p = 0,000000058
%) A

400

249,29 o
o ,27
200 300 143,73
1 o
0 T =
AB30 AB3p Al30 AW3p

AB30- 060cTpeHre ayToBOoCNanuTenbHblx 3aboneBaHuii
AB3p- pemuccus aytoBocnanutenbHblx 3a6oneBaHni
AWN3o- 06ocTpeHne ayTOUMMYHHbIX 3abonesaHunin
AW3p- pemnccus ayToMMMyHHbIX 3ab6oneBaHunin

Pucynoxk 5. CoiBopoTouHblii ypoBeHb S100A12 y 6oJIbHBIX ¢ 000CTPEeHUEM U peMuccHel
ayTOBOCHAJINTEJIbHBIX U AyTOUMMYHHBIX 3200J1eBaHUii

Tabauua 6. Perpeccuonnas Mmojesb pakTopoB BHIKHBAEMOCTH AA-aMHJI0M1032

DddexTuBHOCTE MOzEnH: ¥°=58,9085, df=7, p=0,000001
B CTaH/I. t- Koad. Crar. p Panr
omnOka | kpurepuid | DkcnoHeHTHl | Banpna daxTopa
JluHamuKa KpeaTHHHHA -1,74 0,41 -4,25 0,18 18,08 0,000021 1
OcHoBHas cxema jedyenus | 1,58 0,58 2,72 4,87 7,38 0,006617 2
CaxapHblii quabdet 1,52 0,77 1,99 458 3,94 0,047062 3
[IponomKUTENBHOCTD 1,01 0,47 2,16 2,73 4,66 0,030823 4
Tepanuu
Cranus aMHION103a 0,88 0,39 2,26 2,41 5,09 0,024047 5
MoYeK
Bospact 0,05 0,02 2,40 1,05 577 0,016293 6
JnurensHOCTE OONE3HU -0,02 0,01 -3,97 0,98 15,75 0,000073 7
JI0 JUarHosa

B perpeccuonHoii MOJenH, OLEHUBAIONIEH 3aBHCUMOCTb BPEMEHHU KU3HU OT PA3TUUYHBIX
KJIMHUYECKUX (akTopoB (Tabs.6) HambOosiee HEOJIArompUsATHOE BIMSHUE HAa TMPOTHO3 OKAa3bIBAJIO
MPOTPECCUPOBAHUE A30TEMHUH, CICIYIOIIMM MO Ba)KHOCTHU SIBJISVIOCH OTCYTCTBHE AKTMBHOW Tepamuu
MpeIpacoaraniero BOCHAIUTEIHHOT0 3a00IeBaHMsI U €€ TPOJOIKUTETbHOCTh. HeckonbKo MeHbIIee
3HauUEHUE MUMETH BO3PACT OOJIBHOTO, JUIUTEIHHOCTh YCTAaHOBIEHUS AUarHo3a u cragus (Hamumuue [TH)
aMHHOHHHOﬁ He(i)pOHaTI/II/I K MOMCHTy yCTaHOBJ'IeHI/ISI ararHo3sa.

[TocTpoenue npeacka3biBarolIed MOJETN pa3BUTUA A A-aMUI0N103a B 3aBUCUMOCTH OT BPEMEHH,

nmpomeaniero ¢ Ha4gajia BOCHAJIMTCIIbHOT'O 32160JI€B3.HI/I}I, MCTOJOM BPEMCHHBIX PAJ0OB IIOKAa3aJ10 HAJIMIUC
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BO BPEMEHHOM Py ITepBoi (pa3bl OTHOCHTENBbHO YacToro pa3BuTus AA (y 7 u3 110 6071bHBIX B TEUCHUE
1 roga u 3aTeM y 4-5 GOJIBHBIX €XKETOJHO), JJIUTEILHOCTh 3TOM ¢a3zpl — 15-20 nert. [lo mpomecTBun
nepBoid (pa3pl HACTyMAaeT OYEBHJIHBIM TPEHJ K YMEHBIICHHIO YHCIa OOJNBHBIX, TOCTHTAIOIINX
aMHIJION 1032, KOTOphIid K 40 romam gocturaer abcoyoTHOro MUHUMYMa. Ha 3Tom 3Tamne BeposTHOCTh
pa3BUTHS aMUJIOWUJ03a MOXKHO OXapaKTepH30BaTh Kak aOCOJIOTHO peakoe coOwiThe. BrisiBieHHas
TEHJCHIIMUS JIy4llle BCEro AammpoOKCUMHUPYETCS AKCIOHEHLIMAIbHOW MOJENbl0, KyMyJsTa KOTOpOi
II0Ka3aHa Ha puc.6 1 o0s1afjaeT 0OYeHb BBICOKOM MpeCKa3aTeabHON CUIION, YTO BUHO 10 IPAKTUYECKU
[IOJIHOMY COBIIQJICHUIO HAONIOAAEMONM U NPEICKa3aHHOM KymynsaT. Kpurtuueckue mnepenomsl
KYMYJATUBHOW KPUBOM MpuxoAsaTca Ha nokaszatenu 20 u 40 jnet, 3To o3HavaeT, 4to yepe3 20 jeT oT
Hayaja BOCHAJIMUTEIHLHOrO 3a00JIEBaHUSI TMPOUMCXOAUT CYIIECTBEHHOE CHIDKEHUE DPHCKA Pa3BUTUA
aMWJION03a, a 1o npouecTBud 40 €T MOKHO KOHCTAaTUPOBAaTh, YTO aMHJIOM103 Y HAIlMEHTa, CKOpee

BCC€TO HC Pa30BbLCTCA.

— Ky My natuB Hoe 4ncno 6onbHbIX N0 ANMTENBHOCTU BOCManuTenbHoro 3abones aHus 4o amurnonaosa (neeas
LLKana)
- - PacyeTHble JaHHble MO IKCMOHEHUManbHOM Moaenu (nesas Lkana)
------ padwk YacToT ocTaTkOB MOoAenu (NMpaBasi LLkana)
140 . T T . T . . . T T T . . . . 10

120

100

80

60

40

LLlkana 3Ha4yeHUn ocTaTKkoB

20

-10

HakonneHHoe (kymynsita) yncno 60nbHbIX

-20 ; i 15
5 0 5 10 15 20 25 30 35 40 45 50 55 60 65 70 75

OnuTenbHOCTbL BOCManeHus, roabl

PI/IcyHOK 6. KYMyJIHTI/IBHaH HacToTa pasBuTHUA AA-aMI/IJ'IOI/I}IOZia B 3AaBUCUMOCTH OT JJIMTCJIbHOCTH
BOCHIAJIMTEJIBbHOI'O 336OHeBaHI/IH.AHHI)OKCI/IMa].[I/Iﬂ 3KCIOHEHINAJIBHOI 3aBUCUMOCTBIO.

AL-aMI/IJIOI/IHOL’. — KIIHHUYECCKafd XapaKTePUCTUKA, AJITOPUTM JUATHOCTUKH, OLICHKA ME€TOA0B
JCUCHUSA
OI[HI/IM N3 KIKYCBBIX 3JICMCHTOB JMAarHOCTHKHU AL-aMI/IJ'IOI/I,I[03a sBIISIeTCA BbIsABIeHHEe MI' —
HCO6XOI(PIMOI>1 OpCANIOCBUIKA JIsI pa3BUTHUA 3TOr0 THUIIA aMHUJIOUIO3a. HpI/IMeHCHI/IC COBpPCMCHHBIX
METOA0B BBICOKO‘IYBCTBI/ITCJ'IBHOI\/'I JUarHOCTUKH MF, BKIIIOYAIOMUX, B JOIIOJHCHUC K CTaHAAPTHOMY

anexkTpodope’y, UMMYHOPUKCALIMIO KPOBU M MOYHM, U KOJIMUYECTBEHHOE OMNpEIeNIeHHE CBOOOIHBIX
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JETKUX 1enei nMMyHOr100yauHOB (JILIM) B CHIBOPOTKE KPOBH MO3BOJIHIIO B IOJIHOM MEpE BBISBIIATH
osirocekpeTopHbie BapuanTel MIT — menee 500mr/in. Cpeny GOJBHBIX TPYIIIBI KCCIASAOBAHUS MEHaHa
npoaykiuu JILW npu nepsuynom AL cocrasuna 135,08 (79,8-287,65) mr/n ans kanmna-tumna u 122,9
(78-227,25) mr/n nnst namOaa-Tumna, T.e. cojaepkanue cBoOoaHbIx kanma JIL[W npeBbimano HopMy B
cpeaneM B 8 (25-75% — 4,44-29,47) pa3 u nam6aa JILU — B 5 (25-75% — 3,17-9,25) pas, B moaaBsioIeM
OonbpmMHCTBE ciiydaeB y OonpHBIX AL ormeuanace npoaykuust JILU nsmOma-tuna — y 81,7%
(p=0,00001). IIpumeHeHue TPATUIMOHHBIX METOJOB HMMMYHOXJEKTpodope3a He TMO3BOIUIO Obl
BeIABIATE MI' y OonmpHbIXx AL. MenmaHa KOCTHOMO3IOBOHM IUIa3MaTH3alMK TNpH mepBuuHOM AL
coctaBuia 4(2,5-7)%. Ilockoibky 80,7% O0sbHBIX TepBHUHBIM AL MOJHOCTBIO HE COOTBETCTBYIOT
KPUTEPUSIM MHOXECTBEHHONM MHEIOMBI OHU HE MOTYT IMOJYYUTh KBOTY Ha JIEYEHHE B pPaMKax
rOCYy/IapCTBEHHOW CHUCTEMBbl 3/I[paBOOXPAHEHHUS, B CBA3M C 4YEM CYLIECTBEHHO 3aTpPyJHEHO
[aTOT€HETUYECKOE JIEYEHHE, HECMOTPS Ha CYIIECTBEHHBIE €r0 YCIEXHU.

BHenpeHnue coBpeMEHHBIX METOJIOB MUArHOCTUKA MI' B PYTHHHYIO KIMHUYECKYIO MPAKTUKY
BezieHus: OonbHbIX AL B 2006r., Hapsay ¢ HadajaoM MPUMEHEHHs] COBPEMEHHBIX METOJOB JICUCHUs
TUTa3MAaKJIETOYHBIX TUCKPA3Hid, CTAJIO KIFOUEBBIM (PAKTOPOM YBEITHUEHHS MPOJOIDKUTEIBHOCTH KU3HU
o6onbubix AL B Hactosiee Bpems (F(44, 60)=1,833331, p=0,01460) no cpaBHEHHUIO C MEPUOJOM JI0
2006r. (puc.7). Menuana nmpoo/DKUTETIbHOCTH KU3HH B HACTOsIIIIEE BpeMst gocTuria 90 Mecsies, B TO
BpeMsI KaK paHee JI0 ATOr0 CPOKa 0KUBau Tuib 22,12% OonbHBIX, a MeIaHa cocTaBisiia 42 Mecsla,

B TO BpeMs Kak 70 Hadaya 90-x ro10B oHa coctasisuia ninb 12 mecsies (Kyle R. et al., 1995).

© 3aBeplueHHble HabnogeHuss +  HesaBeplueHHble HaGnoaeHNs!
F(44, 60)=1,833331, p=0,01460
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Pucynok 7. BorzkuBaemocTthb 60bHbIX AL 10 1 mocie 2006r.
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Tab6aumna 7 OcHoBHbBIE KIHMHNYecKue nposiBiaenus AL (n=110)

Cungpom Ywuciio 60JbHBIX, UMEIOIIMX JaHHBIH CHHIPOM
Hedponarus 106 97%
Iy 100 92%
Menee 1r/cyt 21 19%
1-3r/cyr 15 14%
3r/cyt u 6onee 64 59%
Iemarypus 30 28%
HC 69 63%
AnsOymuHemus >25r/1 42 39%
AnsoymuHemus 20-24r/n 15 14%
AnpOymunemus 15-19r/n 9 8%
Anpbymunemus <15r/n 3 3%
Cramus XbII
1 17 16%
2 34 31%
3 36 33%
4 18 17%
5 1 1%
Cramusa XbII | I m | 1v |V
l'unoansbymunemus umeercst |12 |20 |24 |12 |1
lNunoansO0ymuHemMus ) 14 112 |6 0
OTCYTCTBYET
Kapnuonarus 81 74%
XCH 72 66%
I 18 17,5%
lla 24 23%
116 30 29%
Camxenne @B menee 55% 24 u3 92 26%
Yrommuenue MXKII 12mm u 6071ee 66 u3 92 71%
Juactonuueckas AUCHYHKIIHS 67 u3 92 73%
¢ 00BEMHOM TIEperpy3Kon 39 u3 92 42%
¢ niceBoHopManu3anuei E/A 5u392 5%
PECTPUKTHBHOTO THIIA 23 u3 92 25%
[IceBnocrenokapaus 16 15,5%
[TopaxxeHue meueHN 76 70%
VBenuueHue neueHu 66 60,5%
Buyrpuneuenounsiit xonecras