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HEKOTOPBIE OCOBEHHOCTMU
TEYEHMS CEMEVHOW CPEAM3EMHOMOPCKOMN
AUXOPAAKU, OCAOKHEHHON PA3BUTUEM

AA-AMVAOVAO3A

PesioMe

B cTatbe paccMOTpeHbl HEKOTOpble 0COH6EeHHOCTU TeveHus can, FIBHFIK)LLleVICﬂ OAHUM U3 BapUaHTOB Hac/ieACTBEHHbIX INXOPaAoK, OC/IOKHUBLLENCSA

passuTuemM AA-ammaonaosa.
Knrouessbie cnosa: nepuoduyeckas 60one3Hb, AA-amMunoudos.

Abstract

In The article some peculiarities of familial mediterranean fever complicated with AA-amyloidosis are discussed.

Key words: familial mediterranean fever, AA-amyloidosis.

'K — rarokokoprukoupsr, JKKT — skeaypouno-kuieansiit rpakr, HC — nedporuaeckunn cuuppom, CCA — cemeriHasi cpepr3eMHOMOPCKast

AMXOpPaAKa, XITH — XPOHMIECKaA IT0ICIHasA HEAOCTATOTHOCTD.

CCA — opvH 13 BapUAHTOB HACAEACTBEHHBIX AUXOPA-
Aok. CCA mpoTeKaer ¢ mepruoArmMecKr BO3HUKAIOTITUMEA
[IPUCTYITAMU [OAUCEPO3UTA (IIEPUTOHUT, IIANCBPUT, PEA-
KO — IIEPUKAPAUT), CUHOBUTA, UHTEHCUBHOW GOAU U
KPAaTKOBPEMEHHOM AMX0paAKU. JaboaeBaHMe HanboAce
pPaCTIPOCTPAHEHO CPEAN TIPEACTABUTEACH APCBHUX Ha-
popos Cpepusemuomopbst [1, 2, 5] u gaie Berpevaercs
y eBpeeB-cedappoB, apMsiH, apaboB, 'PEKOB, TYPKOB, Ha-
popos KaBkasa u T. A, oTCIopQ Apyruie HazBaHM 3a00Ae-
panms [4].

B 1908 r. Axenneyatt 1 Mo3eHTaAb OIIMCAAN CAYIAil 3a-
6oneBaHMA Y 16-AeTHEN eBPEriCKOM AEBOYKH, KOTOPAA
C POPKACHMA CTPAAAAd IIPUCTYIIAMU KPATKOBPEMEHHbIX
OGOAEIT B JKHMBOTE M AMXOPAAKH. IDTU COOOIEHUS 3a-
CTaBUAM 06pAaTUTh BHUMAHUE Ha [TEPUOAMYHOCTD BO3-
HUKHOBEHUE OIIPEACAEHHBIX CUMIITOMOB, 1 B 1948 1.
Hobart Reimann BBEéA TepMuH diepuopndeckas 0o-
A€3Hby, OIMCAB Y IIPEACTABUTEACH, B OCHOBHOM, €BPE-
CKOW HAI[MOHAABHOCTHU [TE€PUOAMIECKYIO AUXOPAAKY, 1T0-
SIBUBIIYIOCSL B A€TCKOM BO3pacTe U MePCUCTHUPYIOIIYIO
or HeCKOABKUX A0 10 aAer ¢ 1ukAaMu orpepeA€HHON
popoAKUTEABHOCTH [6]. B Hacrosiiiee Bpemst 910 Ha-
3BaHME HE VCIIOAB3YETCS M OOIICIIPUHSITHIM SBASIETCS
TEPMUH «CEMEMHAsT CPEAM3EMHOMOPCKAs AMXOPAAKAY.
B 1992 1., Korpa ObIA OTKPBIT XPOMOCOMHBIN ACPEKT,
CBOWMCTBEHHBIN AaHHOMY 3a6oaeBanmnio, CCA HakoHer]
6bINA BBIACACHA B CAMOCTOSTEABHYIO HO30AOTHYECKYIO

bopmy.

B ocnose CCA Aexur ToueuHas MyTalus B reHe Gen-
Ka IIMPUHA, PACIIOAOKEHHOTO B KOPOTKOM rinede 16-i
xpomMocoMbl (16q) psSAOM € TeHAMU ayTOCOMHO-AOMU-
HAHTHOTO IIOAMKHCTO3a 110M€K U TYOEPO3HOIO CKAEPO-
3a. [lupun — GEeNOK IepBUMHBIX TPAHYA HENTPODUAOB,
AKTHBHO YIaCTBYIOIIUI B PETYASLINN IIPOL[ECCOB BOCIIA-
Aenrist. CIUTAeTCs, ITO IMUPUH CTUMYAHPYET BEIPAGOTKY
[IPOTUBOBOCIIAAMTEABHbIX MEANATOPOB, TIO3BOASIET KOH-
TPOAHPOBATH XEMOTAKCHUC, CTAOMAM3MPYET MeMOpaHy
rparynoruToB. Hapyriermne cTpykTypsr aToro 6enka,
nmerorree Mecto rpu CCA, IPUBOANT K ITOBBIIICHUIO
BbIPAOOTKN IIPOBOCIIAAMTEABHBIX MEAUATOPOB B ACH-
KOLIUTAX, aKTUBALMN MUKPOTYOYASPHOIO ariapara 1
CIIOHTAHHOM AETPAHYAALINY TIEPBUYHBIX I'PAHYA ACH-
KOLIUTOB, aKTUBALINY MOAEKYA QAr€3UN U YCUACHHOMY
XEMOTAKCUCY ACHKOILIUTOB, PE3YABTATOM Y€ro SBASETCS
BocriarcHue [4].

Ha ceropmsiiinuii pAeHb M3BECTHO 8 THUIIOB MyTaljyil
B C-KOHIIEBOM yYacTKe I'eHa IMPHUHA, ITPU KOTOPBIX
[IPOUICXOAUT 3aMEHA OAHOM aMUHOKUCAOTHL HawnGo-
A€e PacrpOCTPAHEHbBI TPU MYTAI[N, Ha AOAID KOTOPBIX
npuxopurcst 6oaee 90% cayaaes CCA: M680I (zamena
uzoaeriuaa Ha meruonut), M694V (samena BarumHa
na meruonut), VI 26A (3amena aranuna Ha BaauH). Bee
rtpu myrarun Hacuantesaior 2000-2500 aer, moaromy
X MHOTAQA HA3bIBAIOT «GubAerickumMi. Myrarms M6801
BCTpedYaeTcs B OCHOBHOM y apmss, M694V n VT26A —
y BCEX OTHUYECKUX TPyl AETH, UMEIOIIe MyTaljuio
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M694V, 3a6oneBator B 60Ace paHHEM BO3pacTe, TEYC-
Hue 60Ae3HN y HUX 6oAee TSKENoe.

CCA mporekaer B BUAC IIPUCTYIIOB, OCHOBOI KOTOPBIX
SIBASIETCSI CIIOHTAHHASI MAM CIIPOBOIIMPOBAHHAS Aerpa-
HYASITUST HEMTPO(HUAOB € BBIOPOCOM MEANATOPOB U pa3-
BUTHEM aCElITUYECKOTO BOCIIAACHUS TIPEUMYITIECTBEH-
HO HA CEPO3HBIX M CUHOBMAABHBIX 000AOUKax. B re-
pudepraecKor KpOBU IOBBIIIACTCS KOAUYECTBO HE-
TpodunroB u ocrpodazoBbix GeAkoB (C-peakTUBHBbIM,
SAA — ceiBopoTOUHBIN GeAOK amMuaoupa A u Ap.).
Pazppaskerne mMepmaTopaMy BOCIIAACHUS PELICIITOPOB
[IPUBOAUT K PA3BUTHIO GOAEBOIO CHHAPOMA, & BO3ACH-
cTBrie GOABIIIOTO KOAMYECTBA JHAOTEHHBIX ITHMPOrCHOB
Ha I[IEHTP TEPMOPETYASIINI — K PA3BUTHIO AMXOPAAKIL.

Opnum m3 ocaoskaennin CCA - sBAseTCS BTOPUYIHBIN
AA-aMHUAOMAO3 C IIPEUMYIIIECTBEHHBIM BOBACICHUEM B
[IPOLIECC MTOYEK, HAAIIOUETHUKOB, [TEUYCHN 1 CEAC3EHKH,
KOTOPBI, UCTOIIAs apAAIITAl[MOHHBIE BOZMOKHOCTH Op-
raHM3Ma, IIPUBOAUT K IIPOTPECCUPOBAHMIO TIPOLIEcca 1
Pa3BUTUIO TEPMUHANBHO [TOYEIHON HEAOCTATOIHOCTH.
ITo pAaHHBIM pasHBIX aBTOPOB, YACTOTA PA3BUTUS aMU-
AOMAO3A 3ABUCUT OT ITHUYECKON MPUHAANESKHOCTH U
cocrasaser or 10-40 po 60-70%.

ITeap mccaepoBaHMS: U3YICHIE HEKOTOPBIX OCOOEH-
nocrent tedernst CC/, OCAOKHUBIIEHICS Pa3BUTHUEM
aMmraonpo3sa. [lpoanaansuposansl 6 mcropuint Goaes-
wen marueHToB ¢ CCA ¢ pazsutuemM AA-aMUAOMAO3a,
HaXOAUBIIIMXCS B HeQpoOAOrmdeckoM oTaercHuun I'V3
«O6nacrias kamHpdeckas OGoabnuriay r. CaparoB B

2005-2013 rr.

ITo panmbsmM anrepatypser, 60% Bcex GoabHbix CCA co-
CTaBAAIOT MY>KYMHbBL, OAHAKO CPEAW HAILIMX [1AlJVIEHTOB
COOTHOITICHUE MYKIMH ¥ >KeHINH 1:1; Bozpact — ot
29 po 56 aer. Bee marmenTs! GbIAM apMAHCKON HAIU-
onanpHocty. Amaraos CCA GbIA BbICTaBAEH Ha OCHO-
BaHuu Kpurepres Teap-Xarmomep [3, 7], reHeTHnaeckomn
BepudUKAUY HE TIPOBOAUNOCE.

OcCHOBHBIE KpUTEPUN 3a00NEBAHM:

* IIOBTOPHBIE ITM30ABI AMXOPAAKU C TIOACEPO3NUTOM;

* aMUAOMAO03 TUITa AA, He CBA3AHHBIN C APYITUMU I1PU-
IUHAMU;

* XOpoIllasg PeakIys Ha PETYASPHOE ACIYEHME KOAXU-
LIUHOM.

Bropocrenentbie kpurepu:

* TOBTOPSIIOIIMECS TTPUCTYIIBI AUXOPAAKY,

* CBIIIb, TOAOGHAST POSKUCTOT;

+ maamane CCA 'y pOACTBEHHUKOB 11E€PBO CTEIICHI.

AOCTOBEPHBIN AMArHO3 YCTAHABAMBACTCS IPU HAAUIUHI
2 OCHOBHBIX AU ITpY HaAMIUYN 1 OCHOBHOTO 1 2 BTOPO-
CTETICHHBIX KPUTEPUEB. BEpOATHBINT AMarHo3 ycraHas-
AumBaercs rpu Haanmanm 1 ocrosHoro n 1 BropocrerieH-
HOTO KPUTEPHUEB.

Manngecrarus 3a00A€BaHUA MOXKET TPUXOAUTBCS Ha
PA3AMMHBIN Bo3pacrt. Yariie BCero repeble MpOsBACHUS
BO3HUKAIOT B Bo3pacre oT 5 Ao 15 aet, opHako ormca-
HbI CAy4an AOBOABHO To3paHero (mocae 20-25 aer) ma-
nudecrupopanns CCA [4]. Kpome roro, cyijecrByior
2 ¢penorurrdeckux Bapuanra CCA: npu ¢penorurne I 8
Hadane BosHukaer TunmdHas aas CCA KAMHMKA U BIIO-
CAEACTBUM pasBuBaercsa amunroupos. Ilpu ¢penorure 11
aMUAOUAO3 CIMTACTCS TIEPBUYHBIM TIPOSBACHUEM, IIPU-
cryrbsl CCA prcoepnHAIOTCS TI03AHEE.

V 4 mammux ranmueHToB, BEpOSITHO, UMEeA MecTo (eHo-
tun I y 1 narnmenra niepssie mpossaexusa CCA HabAIO-
AQAICB C CAMOTO PAHHETO ACTCTBA, Y 3 — B BO3PacTe OT
10 po 20 aer, opAHAKO, HECMOTPA Ha HEOAHOKPATHBIC
ann3opbI 3ab60oAeBans, A0 yeranosaeHst anaraoza CCA
rpoiino He Meree 20 aer. Auiis 1 manueHTKe AMar{os
OBIA TIOCTABAEH AO PA3BUTHS AMUAOUA03d; Y 3 GOABHBIX
anarto3 CCA GbIA BBICTABAEH B XOAE 0OCAEAOBAHNU T10
roBopy HC kak 1posiBAeHMST BTOPUMHOTO aMUAOMAO34,
YTO U ITOCAYKMAO ITIOBOAOM ANSI OOPAIICHUS 32 MEAW-
ITUHCKOM TToMOIIIbio. Y 1 marmenra pe610T 3a60AeBaHUSg
OTMEYaACs B BO3pacre 33 AeT: [IPU PAa3BUTUM 11€PBOTO
ke npucryrra CCA Gbina BbIABAGHA MAaCCHUBHAA I1PO-
rennypust (penorun IT); amarros CCA Gbia BbICTaBACH
Yepes rop,

IMpumep ns npaxmuxn

Boavnori I, 31 roda, apmancroii naynonarvrocmu. B noo-
POCIILKOBOM B803pACTILe TLePUOOUYUECKN PeTUCTIPUPOBANACH He-
suaunmervnaa npomennypus. B eospacme 25 rem nocmynaa
8 kapdnoxnpypruyeckoe omoerernne OOAACTHOT KANHUYECKOT
GOALHUYDL € HCANOOAMM HA TLOCTILOAHHYIO BLIPANCEHIYI0 00bilLL-
Ky u (pebpurviyio anxopadxy. B xode obcaedosannsa 6vian vl-
ABACHBL TIPUIHAKN IKCCYOAMNUBHOTO Tepuxapdunima ¢ yrpo3oi
mamnonadv. cepdya. Aabopamopro COTPAMANACL HESHAUM-
meavnas npomennypua. boavnomy 6via evicmasaen duarnos
OCILPOTO TLEPUKAPINITLA, 8 CBA3N C UeM BUUILOAHEHA CYOMOmal,-
naa pesexyna nepukapda, nasnaen npednuzoron 30 mr/cym
co cumacernem 003vl 00 n0AH0M ommenvt. B darvueiiuem na-
YUEHITL LYBCITLB08AN Ce0A TOPOLLLO, TLEPUOIULECKI OTMEYAN ITLH-
300vL nosvilennA memnepamypuvt 0o ebpurvroir yndp. Iepes
6 Aem naymenm nocmynua 6 omoererme cocyOucon Xupyprun
110 110600y MACOheMoparvHoro paedompombosa, npu 00credo-
sanun ova eviasaen paseéprymuiii HC. C yeavio ymournenna
renesa HC Gwaa nposedena dnarnocmuyeckad nepoduon-
CUA, TIOAYYEH TLOAOJNCUICALHOLIL Pe3YALIATL OKPAUNGAHNUA
na amurond. C yuémom dnarnocmmyeckux xpumepues Tean-
Xawomep naynenmy Gvia guicmasien 0narno3 nepuoonteckoi
G0A€3HM, OCAONCHUBULETICA PAZBUITIHEM AMUAOND03A.

CornacHo AMTEPATYPHBIM AAQHHBIM, IPEAPACIIONOKEH-

noctb K CCA onpepensiercs caepyommmu GakropaMu:

1. HarmoHnaabHOCTD — yrKe ObIAM YIIOMSIHYTBI HAITO-
HAABHOCTH BBICOKOI'O PHCKA, KPOME TOTO OIMCAHBI
cAydan 3a060NEBAHUIT CPEAN EBPEEB-AIlIKEHA3U, PYC-
CcKiX, OOATAp M UTAABSHIICB U AQKE 3adUKCHPOBa-
HBI OTACABHBIC CAYIAM 3a00AEBAHUSA CPEAU SKUTCACH
CkanpnHaBUM.
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2. HacaeacrBeHHast peppaciionoKeHHOCTh — 4acToTa
ceMenHbIX popM cocraBaseT o1 ( po 2(%. Hanbonee
HU3Kasl BEPOSTHOCTD TIEPEAAdN OT MaTepH K AOYEPU
(2,2%) n HamboAee BbICOKasi — OT OTIa K ChiHy (28%).
Cpean HAIINX [TAIHEHTOB TOABKO y 1 GOABHOM MMe-
AVCh AQHHBIE 00 OTATOIIEHHON HACAEACTBEHHOCTH:
HECKOABKO POACTBEHHUKOB I10 OTLIOBCKON AMHHUN

ymepan ot XITH.

3. I'enermaeckue ¢akropbl — ayTOCOMHO-PELIECCUB-
HbIN TUII HACAEAOBAHU.

4. CBs3p ¢ KOHCTUTYLMEN — MHOI'ME aBTOPbI OTMe-

9aro0T, 9T0 GOABIIMHCTBO GoAbHBIX CCA 1m0 dhusn-
YECKOMY Pa3BUTUIO OTCTAIOT OT CBEPCTHUKOB. [lo
HaIIMM AQHHBIM, y 1 marpeHTa NHAEKC Macchl Teaad
MPEBbINIAaA HOpMaAbHbIE 3HaTeHus (27 kr/M?), y 3 —
ObiA Menee 18 kr/m?, PUIEM 9TO GBIAM MAITUEHTBI C
panHen MaHudecTalren CUMIITOMOB.

5. MakTopbl BHEITHEN CPEABI — MZBECTHO, UTO TMEPE-
MeHa KAUMaTa M MeCTa >KUTEAbCTBA BBI3BIBACT ype-
JKEHUE UAU AQKE MCIE3HOBEHUE TIPUCTYIIOB Y HEKO-
Topbix 60AbHBIX CCA. Cpeant o6cAepOBaHHBIX HAMU
OGOABHBIX TOAOGHOI 3aKOHOMEPHOCTU HE HabAIOAA-
AOCh: 3 marjpeHTa HUKOTAQ He JKUAU B ApMeHuu, y
2 1pu TiepeMeHe MecTa JKUTEAbCTBA BbIPAKEHHOCTD
M 9acrora KAMHUYECKUX IIPOSIBAEHUI OCTaAach
npeskaert. Autiib y 1 marpenra mpu cMene KauMara
OTMEYaAOCh KPATKOBPEMEHHOE YAYIITICHUE TEUCHUS
3a60AEBaAHUISL

V 60apabIx CCA BCTPEYAIOTCS CACAYIOIINE OCHOBHBIC

KAMHHUYECKUE [TPOSBACHLIL:

1. Auxopapka — BCTpedaeTcst y BCeX OOABHBIX.

2. Boab B xusore, Berpeuatorascsa B 80-90% cayuaes,
BO3HHUKACT B PE3YABTATE ACCIITUICCKOIO IEPUTOHU-
Ta. KAMHIYeCcK1 OH MaAO OTAMMAETCS OT CETUIECKO-
IO, ITO YACTO ABASICTCS IPUINHON AMAIHOCTIIECKIX
o1mboK, B PE3yABTATE I€r0 GOABHBIX OIEPUPYIOT 10
[TIOBOAY OCTPOTO AIIMEHAUITNTA, TEPUTOHUT, XOAE-
LIMICTUTA, KUITIETHON Herpoxopumoctn u ip. Cpean
HabOAIOAAEMBIX HAMU OOABHBIX Yy 2 OBIAA BBIIIOAHEHA
armeHpdkroMus. 1 narpenTka ¢ HanbGoAee paHHeN
MaHudecranuen 3abonreBaHUA OblAA OIEPHPOBaHA
4 paza: B Bozpacre oT 18 po 27 AeT €11 OBIAM BBITION-
HEHBI AIIEHAIKTOMUSA, yAAACHNUE KHUCT ANIHUKOB
(ABasKABI), OIeparyst 1Mo MOBOAY KUIIIETHON HEIIPO-
XOAUMOCTHL.

3. CycraBHON CHMHAPOM. XapaKTepusyeTcss apTparvs-
MU 1 apTPUTAMU KPYITHBIX CycTaBoB. [1o paszaumambiv
AAaHHBIM HabAoAaI0TCs B 35-80% caydaes, IpUaeM y
TpeTr GOABHBIX aPTPUT SBASETCS IIE€PBBIM IIPU3HA-
koM CCA.

4. TopakaAbHBIN BAPUAHT C TIAEBPAABHBIM CHHAPOMOM
BcTpedaeTcs pesxe — okono 40% caydaes.

5. Kosknbre namenenwus Bo Bpems ripucryria CCA serpe-
qarorcst B 20-30% cayaaes.

6. Apyruvu tiposisaeHussMu CCA MOTYT OBITH MOAOB-
Hasg GOAb, ACEIITUYCCKUN MEHUHTUT, [ICPUKAPAUT,
MUAArHA, TIENaTOAMEHAAbHBIN CUHAPOM, OCTPBIN
OPXMUT.

Cpean HaImx HaryeHToB y Bcex 6 ormMevanucs (heb-
pPUABHAS AUXOPaAAKa, Y O — 6oan B sxuBoTE, YV 2 — ap-
TPUT KPYITHBIX CYCTABOB HIDKHUX KOHEYHOCTEH, Pa3BU-
BaBIINICS B AeOrOTE 3a00AeBaHMs, B 1 CAydae — IIAEB-
PUT U TTEPUKAPAWT.

Pa3zBurue ammuaouposa
y 60OABHBIX CEMEVHON
CPEAN3EMHOMOPCKOMN
AUXOpPAAKOT

Kasxppiit nipucrynn CCA - coripoBoxaaeTca BbIGPOCOM
GOABILIONO KOAMIECTBA MEANATOPOB, 06PA30BAHIEM BOC-
ITaAUTEABHBIX OEAKOB. V13 TKaHe! 1 cepO3HBIX IIOKPOBOB
oTr GEAKHU TIOITAAAIOT B KPOBbB, TAC AAUTEABHO I[UPKYAH-
pyior. Ilepep oprannsmom crout 3apada, KaKMM-TO 00-
pPa30M DAMMUHHPOBATL 9TU OEAKOBBIE BerjecTBa. lem
Jaije 1 BelpakeHHee 1puctyrsl CCA, TeM ocrpee 11po-
6aeMa yruanzanun. OAHUM 13 CriocoO0B M30aBUTHCA OT
M30bITKA UPKYAUPYIOIINX OEAKOBBIX MOAEKYA SABASET-
¢ nx repepaboTka ¢ 06pazoBaHUEM HEPACTBOPUMOTO
6eaka — amunoupa. [Ipu CCA ocHOBOM pasBuTHs aMu-
AoMAO3a sIBAseTCS M30bITOYHOE 00pazoBaHue OGeaka-
npeainecrBeHHrka SAA. Ho ans o6pazoBanus amMmuno-
HAHOTO OEAKa HEOOXOANMBI KAETKH, KOTOPBIE OYAYT €ro
CHHTE31POBaTh — aMUAOMAOOAACTBL ITY (DYHKIIMIO
BBITIOAHSIIOT B OCHOBHOM MaKpO(haru-MOHOIIUTI, a TaK-
JKe TAa3MaTUIeCKUe KAeTKH, GUOPOOAACTDI, PETUKYAO-
LIUTBI U 9HAOTEAMAABHbBIE KAeTKI. Makpodaru Ha cBoen
roBepxHoctu repepabdarsiBaior AA-6EAOK B TOAHOLICH-
HbIE aMUNOMAHBIE GPUOGPUANBL 1 OTKAAABIBAIOT €TI0 B Me-
SKyTouHOM TKaHu. [losToMy HanGoabliiee HAKOIACHNE
amunonpa ripu CCA oTMedaeTcst B opraHax, Tae Makpo-
arn zannmMaroT GUKCHPOBAHHOE MOAOKEHIE: TOYUKH,
revYeHb, cenesétka. [locrerieHHo Bce yBeanmamBaiorye-
CS1 OTAOKCHMSI aMUAOMAQ TIPUBOAAT K CAABAMBAHUIO 1
arpodun MapeHXMaTO3HBIX KAETOK, CKAEPO3Y 1 HEAO-
CTATOYHOCTH OpraHa.

HecMmorps Ha TO 970 aMHUAOMAO3 MOKET Pa3BUBATHCA
B AIOOOM OpraHe W TKaHU, aMHUAOMAHOC TIOpasKCHUE
[IOYCK WTPACT OIIPCACASIONIYIO POAb AASl IIPOTHO3a U
sknsnu 6oabHOoro CCAL Tlpu paszsurnm AA-aMmaonpo3a
rouku ropaykaiorcs B 100% cayaaes. Toabko nsyaenue
MaTepUanoB GUOICUN € 0OSA3aTEABHBIM OKpAIBaHU-
eM KoHro-kpacHBIM 1 TTOASIPU3AIIMOHHON MUKPOCKO-
[MEH TI03BOASACT ITOCTABUTH OKOHYATCABHBIN AMArHO3
AA-amunonposa. Hambonee pocroBepHomn asasercs
6uoricua mouku. Jacrora BerasreHua AA-aMHUAOMAO3A
B 9ToM caydae pocruraer 90-100%. Yem 6onee pac-
[IPOCTPAHEH IIPOIIECC, TEM OOABIIIE BEPOATHOCTH BbI-
seaenus AA-amunonpa B ppyrux mecrax: ;JKKT — cam-
3ucras U IIOACAM3UCTAs, CAM3UCTAs ACCHBI, IIpsAMas
KUIIIKA, IIOAKOKHO-KMpoBasg Kaerdarka. Hawbonee
nHPOPMATUBHON CPEAN HEIIOYETHBIX OUOIICHUIT SBAS-
ercst 6uoricus crenku JKKT (nipsivornt kuiiiku), mipu Ko-
TOPOM BEPOSTHOCTD BBIABACHUS aMUAOMAA COCTABASICT

50-70%.
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V Beex HaIMx 60ABHBIX OTMEIANOCh PA3BUTHE AMUAOU-
A03a, TIPUYEM TI0YTU BO BCEX CAYIAsIX ITOBOAOM AAST 00-
CACAOBAHMS U OOPAIEHUST 32 MEAMITUHCKOM ITOMOII[BIO
cran HC. B xope 06caepOBaHUS MCKAIOYCHBI APYIHE
BO3MOKHbIE TIprarHbl HC 1 BTOpUIHOro aMruAOMA03a.
V Beex marreHToB poBeaeHa MOP(OAOTUIECKast BEPU-
dbuxarmsa aMmuronpoza (GUOIICHA CAMBUCTON TIPAMOI
KUITKA UAU HepoOUOTICHs ¢ 00SI3aTEABHBIM OKPAIIIN-
BanueM KoHro-kpacHbim).

W3 pApyrux mposiBACHUI aMUAOMAO3a Y HAIIINX ITAI[UeH-
ToB ObiAn BopBAeHbL TopaskeHne JKKT — y 3, mevenn
U CEAE3EHKU — Y 2, TOPaKEHNE MUOKAPAA M HAAITOIC-
HUKOB — B 1 marenra.

AedyeHue ceMermHOM
CPEeAN3EMHOMOPCKOM
AUXO0pPAAKOMT

3a MHOTHE rOAbl ObIAN OIIPOOOBAHBI PA3HBIE CPEACTBA,
BKAIOYAs aHTUOMOTHUKY, TOPMOHBI, YKaPOIIOHMKAIOIIINE
CPEACTBA, XAOPOXUH, (HeHUAOYTA30H, UMMYHOTEPAIIHH,
[ICUXOTEPAITHS, TUITOAANEPTEHHBIE AETBI, OrPAHIICHNE
SKUPOB B parriore. OAHAKO M3yYeHNE PE3YABTATOB Aede-
HUS, B TOM YMCAE 1 OTAAAEHHDIX, [TOKA3aA0, 9TO BCE ITH
cpeacrsa HeaddekruHbL B 1972 r. Toapdunrep ycrano-
BUA, 9TO 9acTOTa 0G0CTPEHNI 3HAYUTEABHO CHIKAETCS
11pH TIPOPUNAKTIIECKOM TPUMEHEHNN KOAXUITHA. DTH
AAHHBIE TOATBEP>KACHBI KOHTPOAMPYEMBIMU MCCACAOBA-
ausmy, iposepéHubiMu B CIITA u Mspaune. Ao mipume-
HeHus KoaxunmHa 5- u 10-AeTHss BbKMBaeMoCTb GOAD-
Hpix CCA ¢ aMmaompo3oM (0T Havara MPOTEUHYPUHN)
cocraByina 48 u 24% coorsercreerto. lpu aedennn
KOAXUTIMHOM OHa yBearmannach Ao 100%, a cpepHsist BbI-
JKUBAEMOCTb BO3pocaa A0 16 aer. Koaxurun addexru-
BEH HE3aBUCHMO OT CTAAVH aMUAOUAHON Hed pOITaTHL.

Koaxuria 06rapacT aHTUMATOTIIECKIM 3 (HEKTOM B OT-
HOIIICHUY aMUAOMAOONACTOB IIPH ITEPUOAIECKON OOAE3-
HI — Makpodaros u crabuAnsupyer MeMOpaHy HERTPO-
¢bunos, rperrarcrBys BoiOpocy nuprHa. Koaxuims B 60ab-
LIIMHCTBE CAYYaeB [IOAHOCTBIO [IPEAOTBPALLIACT IOSBACHIE
rpucryrios CCA MAM 3HaYUTENBHO CHIDKAET UX 9acToTy
U BBIPA’KEHHOCTD, [IPEAOTBPAILIAET PA3BUTIIE aMUAOMAO3A
T10Y€K, CHUPKAET BBIPAKEHHOCTD €10 IPOSBACHHIL

V opHOro m3 HaIIMX MAIMCHTOB MBI HAONIOAAAU ITO-
AOKATEABHBIN 3(DPEeKT KOAXUIIMHA Ha TEICHUE U T1PO-
rpeccuposanne CCA.

Ilpumep n3 npaxmmrn

Borvnoni A., 47 rem, apmanckori naynonarvrocmu. B eospac-
me 34 Aem enepsvie omMmenan nPUCTLYIL UWHIEHCHBHVLT 60AeiL
8 JiCMB0IME W AMX0PAVKN, IPH 06CA008AHNN TIO IIMOMY TL0800Y
8vLA6ACHA MACCUeHas Tipomenypus. depes rod — noemoprvlii
anu300 Anxopadxkn n 6ores 6 scugome, npu 06caedosannn 6via
evLa6aen amurondos. Bucmaeaen onarnos CCA, ocroncnne-
uesica pazeumuem ammurondosa (penomun I1). Iaynenmy

bl HAZHAEH KOATUYMH, KOTMOPYITL OH IPUHUMAN HA TIPOTIA-
ocennn 6 em. B metenne amoro epereni ommearacy onpede-
AéHHaA cmaduansaymns npoyecca (pedxne MArOUHITIEHCUBHbLE
00AI 6 JICHBOIME, HETIOCTIOAHHAA YMEPEHHAA TIPOTEUHYPUA), 6
C8A3M C eM KOAXUYUH Obia ommenén. Tepes 6 aem ommenarcs
n08IMOopHLIL INN300 6orerl 8 Jcusore, duapen, ebpurvHoil An-
x0padku ¢ 0310060M, AABOPATIOPHO — MACCUBHAA TLPOTLEUHYPUAL
6e3 popmmposanus HC.

TakunM 06pa3oM, AAUTEABHBIN TPUEM KOAXUIIMHA TOP-
MO3UT LIPOrpeccrpoBaHme aMuronpo3a u passurue HC.

Wssecrro, ato I'K npu AA-aMuAOMAO3€ TIPHUBOAAT K IIPO-
IPECCHPOBAHUIO 3a00AEBAHNS, T.K. YCUAUBAIOT CUHTES B
redeHn SAA-Genka, SBASIOIIETOCs TIPEAIIIECTBEHHIKOM
aMUAOMAA. Y OAHOrO TTarfeHTa Mbl HaOAIOAAAN HEOAATO-
IPUATHBIN 9 QEKT I1pY HazHAaYeHUH BBICOKMX A03 I'K.

ITpumep ns npaxmuxn

Boavnosi K., 36 aem, apmMAnCKoil HAYMOHAAHOCTIN, TLOCTILY-
nua 6 negppororniecxoe omoerenne OOAACTIHON KAUHWLECKOT
6orvruive 6 asrycme 2005 1. no nosody paseépruymoro HC;
ynkymna novex ¢ amo epema Oviaa coxpannoi. Pesyrvmanmol
HepPoOUOTICUI OKAZAANCH HEUHPOPMATINEHBL, O OPYTUL 8H-
dos 6uoncun naynenm omxazarca. bvin evicmasaen duarnos
aponnyeckoro raomepyronedppuma. Ilaynenmy Oviaa npo-
sedena nyavc-mepanua (npedunzoron 1000 mr), nasnaen
npednusoron ¢ doze 60 mr/cym. Depes mecary npomenypus
COTZPAMANACH HA TIPEHCHEM YPOBHe, OMMEYUNOCH He3HAYN-
meavtoe noguiuenne yposua Kpeamununa. Ewé wepes mecay
(& oxkmadpe 2005 1.) npu ovepednom obcaedosannn ¢ cmaiyno-
nape y 60avnoro pazeuaca munwinvii npucmyn CCA (Goan ¢
TpYOnoTL KAemKe, ANX0PadKa, BviABACH IKCCYOAMNEHIIL TIACE-
pum). Ilpn nosmoprom cOope anarmmesa naymenin npusHaics,
umo 100o0Hble MU0 ObIAN W PAHee: TAYNEHTTL TIPOIHCUBAL 6
Apmenun, vickasviearocs npednoroscerne o narninn CCA,
odnaxo npu nepeesde & Poccnio 6 mewenne neckorvknux aei
OIMMEANACH, KAUHMYecKad pemuccusn 3aboresanua. Ilpu no-
BMOPHOTL HePPOOUOTICUN BLIABACHA TLOAONCUTTLEALHAA OKPACKA
na amurond. Bucmasren ouarnos CCA, npednnsonon 0vin
OImMeNeH, HASHAYeH KOAXULUH, 00HAKO 8 ewenne 3 MecAles Yy
naynenma paseuracy mepmunarvras XI11H.

Cpeaun niprann 6bicrporo rporpeccupoBanus XITH B
AQHHOM CAy4Yae MO>KHO BBIACANTD TIO3AHIOIO0 AArHOCTH-
Ky 3a00A€BaHNSA, OTCYTCTBUE CIIEINPUIECKON Tepariiy,
a Takke HeparroHaabHoe rpumenenne ['K.

B 2007 r. Frenkel u coasr. [3] coobmmam 0 BO3MOKHO-
cru npuMeHeHusa 6uonrormdeckux arenron rpu CCA
[Ipemapar anaknHpa (QHTarOHUCT PELIEIITOPOB UHTEP-
AerKnHa-1) TIoKazaH y B3POCABIX M ACTEH B CAyYasiX 3a-
GOAEBAHMS, PE3UCTEHTHBIX K KOAXUIIUHY.

BsiBoABI

1. CCA niepectaér 6bITh «(y3KOHALIIOHAABHBIMY 3a060AC-
BaHUEM U IIprobpeTaer 6oAee IIMPOKOE 3HAYCHHE.
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2. 3ab6oaeBaHUE MOXKET BCTPETUTBCA B IIPAKTHUKE Bpada
AT0GOM CITEIMAABLHOCTI.

3. Hepocrarounas 0CBEAOMACHHOCTD BPAYCH TTPUBOAUT
K AMarHOCTUYIECKUM OTTTNOKaM, GOABHBIC TTIOABEPTAIOTCS
HEOOOCHOBAHHBIM TTOBTOPHBIM XUPYPTUIECKUM BMe-
IaTEeAbBCTBAM.

4. OrcyrcrBre CrielUUecKon Tepary PUBOAUT K
GBICTPOMY IIPOI'PECCUPOBAHUIO AMUAOUAO3A U Pa3BU-
o TepMuHarbHOM XTTH.

5. ITaneHTHI M3 IPYTIT BBICOKOTO PUCKA AAKCE TIPU OT-
CYTCTBUHM TUIIMHMHBIX KANHMYeCKuX rposeaennit CCA
AOAKHBI OBITH OOACE TITATEABHO 0OCAEAOBAHBI Ha ITPEA-
MET HaAUIIsI aMUAOHAO3A.

®
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Asmopui 3aasaziom, wimo dannaa paboma, eé mema, npeomert
1 codeporcarne e 3amparneaion KOHKYPUPYIOUNT WHITLEPecos.

VYBAJKAEMBIE KOAAETH!

2015 rop B Poccun o6bsaBneH rogom 60pbbbl € cepedHo-CcoCyAUCTBIMU

3a60/1eBaHUAMMN.

A Apxupp -
- BHYTpeHHeii -

MUWHUCTEpPCTBOM 34paBOOXpaHeHMa pa3paboTaHa KOMMNNEKCHaA Npo-
rpamMma no 6opbbe c cepaeyHoO-coCyaANCTbIMU 3a601€BaHNAMU, KOTO-
pas fo/mKHa 6bITb peannsoBaHa B 2015 rogy. OCHOBHbIe e aKLeHTbl B
3TOM rogy 6yayT cAaenaHbl Ha MeAULIMHCKYIO NPOUNAKTUKY CepAeYvHO-
cocyamncTbix 3aboneBaHWii, NPOBeeHNN AMUCNaHCepU3aL MM U MOBbILIE-
HUWM MHPOPMUPOBAHHOCTU HaceNeHUA O paKTopax PUCKa, CBA3AHHBIX C
pasBUTMEM CepAeYHO-COCYANCTbIX 3aboneBaHu.

Yu4nTbIBasA BaXKHOCTb NPO6/1EMBI, KILIKO/bI TEPANEBTOB», OPraHN3aToOpOM
KOTOPbIX BbICTYNAeT XypHa/i «ApX1Bb BHYTPEHHEN MeAMLMHBI» 6yayT
npoxoauTtb B 2015 rogy nog srugoin Poccuiickoro obuiectsa npoduiak-
TUKU HeMHPEKLMOHHbIX 3a6oneBaHmit (POMHN3).

TemaTuKM WKon 6yAyT paclumpeHbl BONPOCaMu NPOPUNAKTUKN HeMHPEKLMOHHbIX 3aboaeBaHMIA, BONMpoCcaMu

AVCMaHCepr3aLnm U ANCNAHCePHOTO HabatoAeHus.

C pacnucaHueM LWKOA Bbl MOXeTe 03HAaKOMUTbCSA Ha CalTe XypHana v Ha cainTe Poccuiickoro obuiecTa npo-

bUNaKTUKN HeMHDEKLMOHHbIX 3a60/1eBaHUI.

X paem Bac Ha Hawmnx wkKonax!

~_ MEJMIHHBI
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