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AOPTOAPTEPUUTA Y PEBEHKA
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B naHHOM cTaTbe ob6cyxxaaeTcs KMMHUYECKUI Cnyvan Hecneumgrnyeckoro aoptoaptTepumTa, KOTopbI
ObIn ycTaHOBMNEH y peb&Hka rpyAHOro Bo3pacTa B X04e CEKLMOHHOIO UccnenoBaHus.
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SBJISIETCS. BOCTIAJIMTEIBHBIM 3a00JIeBAHUEM HEU3-
BECTHOH HTHOJIOTHH M XapaKTEPU3YeTCsl HEPBUIHBIM
BOBJICYEHHEM COCY/IOB AJIACTHUECKOTO TUIIA (A0PTHI U €€ BeTBEe!
M JerodHoi aprepun) [1]. Knunuveckue nposiBieHus 3a-
GosieBaHMs HAIPSIMYIO CBSI3aHbI CO CTEHEHBIO CTEHO3a COCY/Ia,
BOBJICUEHHOTO B MTATOJIOTHYECKUH rporiecc [2]. B manHoii crathe
o0cyXkIaeTcss KIMHUYECKUH ciydaid HecrienuduyecKoro aop-
TOAPTEPUUTA, KOTOPBI OBIT YCTaHOBJIEH Y peOeHKa IPyIHOTO
BO3pacTa TOJIbKO Ha CEKIIMOHHOM UCCIIEA0BAHHU.
Hecneunduuecknii aproapTepuuT BCTpEYaeTCs MOBCE-
MECTHO, XOTS IPUHATO CYUTATh, YTO YAaCTOTA BCTPEUAEMOCTH
Bhimie B fOro-Bocrounoit Azuu, Appuke u FOxHol AmMepuke.
Bonesnp Takasicy yallie BO3ZHHKAET y JIAL MOJIOZOTO BO3pacTa
U, KaK PaBHJI0, BO BTOPOM JIECSTWICTHH, TEM HE MEHEE PEeIKHe
ciy4au 3abosieBaHusl omMcaHbl U y nereil. [lo pesynbraram
KPYITHOTO CHCTEMHOTO HCCJIEAOBAHUsI, MPOBEJEHHOr0 B Smo-
HUH, BKI09aBmero 2600 601bHbBIX, )KEHIUHBI O0JIeI0T B 9 pas
yamie MyX4uH. YacTtoTa BcTpedaeMOCTH 3a00JeBaHUs Cpeau

l l ecnenupuueckuil aoproaprepunt (6ose3np Takascy)

SUMMARY

CLINICAL CASE OF NONSPECIFIC AORTOARTERITIS IN A CHILD
AND MORPHOLOGICAL ANALYSIS

AD SAPARGALIEVA, BD ALIBEKOV, VB GRINBERG, EG IVANOVA
The State Committee for Pathology of the City of Almaty, Republic of Kazakhstan

The article discusses the clinical case of nonspecific aortoarteritis, which was established in an infant

For reference: Sapargalieva AD, Alibekov BD, Grinberg VB, Ivanova EG. Clinical case of nonspecific
aortoarteritis in a child and morphological analysis. Meditsina (Almaty) = Medicine (Almaty). 2018;3(189):

JIETCKOTO HaceJeHHs HEeM3BECTHA, XOTS CYLIECTBYET MpeIIo-
JIOXKEHHUE, YTO ATOT MMOKA3aTeNIb MOXKET COCTABIATH 2,6 Cirydast
Ha 1000000 [1, 2].

B Hacrosiiiee BpeMsi UMEIOTCS TAHHBIE O PErHOHAJIBHBIX
0COOEHHOCTSIX HeCTIeU(pHUUECKOTO aopToapTepunra. Tak, Juis
SInonnu Ooree XapaKTePHbBIM SBISIETCS TIOPAXKEHHE IYTH a0PTHI,
a B Kopee u nnnn vame BcTpevaeTcs mopaxeHne rpyaHoN 1
OpIOLIHOM a0pThI. XOTs NprdrHa 0oe3Hu Takascy He U3BECTHA,
HO JJOKa3aHO, YTO Hecnenu(UIecKnuil a0pToapTePHUT PEAKO
BCTpeYaeTCs y eBPOIEiileB, a Mo pe3ybraraM HCCIeOBAHUS,
MIPOBE/ICHHOTO B M3paniie, ObUIO yCTaHOBJICHO, UTO 3a00JICBAHHE
9acTO BCTpEYaeTCsl y eBpeeB-ce(apoB M PEIKO — y EBPEEB-
armkenasu [1].

Ha coBpeMeHHOM 3Tamne pa3BUTHSI MEIUIIMHCKON HayKH
COMAaTHYECKUX 3a00JIeBaHUN 0COOBI MHTEpEC MPHUBJICKAIOT
reHeTHYeCKast PEAPACIOIOKEHHOCTb, M B 9TOM ILJTaHe O0JIC3Hb
Takasicy He siBIsieTCs UCKIIodeHneM. M He Tak JaBHO ObLIH
MOTYYEeHBI JAHHBIC O POJIM T€HOB MIABHOTO KOMIUIEKCA THCTO-
copmectumocTu (HLA). B SInmonnn cyonokycst HLA B-52 u
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DR-2 yame oOHapyXuBatOTCs y OOJIBHBIX HECHEeUU(PUIECKUM
aoproaptepuntom, B Kopee u Unanm — B-52 u B-5, a B Mekcuke
—B-39. 1 Ha ocHoBaHuHU npoBeieHHbIX nccaenosanuiit HLA ac-
conpanuii OOJBHBIX HeCIEMPHISCKIM a0pPTOAPTEPUUTOM ObLTa
BBIZIEJICHA IPYIIIA ¢ TeHETHIECKOH MPEeIpacioIoKeHHOCTHIO K
JIaHHOMY 3aboneBanuio [2, 3].

MOP®OI'EHE3 BOJIE3HU TAKASICY

W3BecTHO, YTO OPraHOM-MHUUIIEHBIO SBISIOTCS COCY/AbI
9NIACTHYECKOTO THIIA, B KOTOPBIX BO3HHUKAIOT Pa3HOM CTEIEeHH
BBIPAKEHHOCTH MATOJIOTMYECKUE N3MEHEHUS, [IPU 3TOM B CTEHKE
COCY/Ia YUaCTKH MOBPEKACHUS YEPELyIOTCS ¢ HEN3MEHEHHBIMU
ydacTkamu. B HauanmbHOM ocTpol cTanuu 3a00neBaHus pa3Bu-
BAETCsI 9KCCYIaTUBHOE BOCTIAJICHHE, KOTOPOE MO3KE CMEHSETCS
MIPOAYKTUBHOW BOCIHAIMTEIBHON peakiuei. DKceyaaTuBHOE
BOCIAJICHHE Pa3BUBACTCS BOKPYI Vasa vasorum U COCyIOB
aJIBeHTULIMH. B BocaimTenbHOM HHOHIBTpaTe IpeodsiaiaoT
KPYIIOKJIETOYHbIE JIEMEHTBI, XOTSI CPEAN KJICTOK BOCIIATIECHHS
MOTYT BCTPEYAThCsl U SMUTEINOUIHBIC KIETKH, U TUTaHTCKHUE
KJIETKH THIIA MHOPOAHBIX TEN. DIAaCTHYECKUE BOJOKHA MOJ-
BEpPraloTCs Pa3BOJIOKHEHUIO U (parMeHTanun (dnactodars).
Ho nomMumo noBpexxaeHus SIaCTHIECKIX BOIOKOH OTMEUAIOTCS
TsDKEJIbIE TOBPEXKICHUS T1/IKOMBIIIEUHBIX KJIIETOK COCYIUCTON
CTEHKH, YTO CTAHOBUTCSI NPUYMHON MCTOHUYCHHS CTEHKU U
JUIAaTalluK [IPOCcBeTa cocyaa. Mcronb3oBaHue rMCTOXUMHUYE-
CKHMX METOZIOB HCCJICIOBAHNUS [TO3BOJISIET BBISIBUTH HAKOIIJICHHE
KHCJIBIX MYKOIIOJIMCaxapu10B B ouarax BocraneHus. [1o mepe
nporpeccupoBaHus 3a00J€BaHUsl MPOUCXOAST YTOJIICHHUE
MHTUMBI U OOIUTEpaLysi IPOCBETa COCy/a, YTO, COOCTBEHHO H
SBIISETCS CaMbIM XapaKTepPHBIM IpHU3HAKoM Oone3nu Takascy.
Hepenko B cTEHO3MpPOBaHHON apTepUH BO3HUKAET TPOMOO3
(IPUCTEHOUHBIN MK OOTYPUPYIOLIMH), U KINHUYECKUE MIPO-
SIBIICHUS HANpPSMYIO CBSI3aHBI CO CTENEHbIO MIIEMHU TKaHEH,
00yCIJIOBIICHHO# CTeHO30M cocyna [3].

IHATOI'EHE3 BOJIE3HU TAKASCY

ITatorenes 6one3nu Takascy uszyudeH He 10 KoHUa [3, 4].
JI0BOJIBHO TPOAOJKHUTENILHOE BpeMsi 00CYyKIaiach B3aUMO-
cBsi3b Oosie3Hu Takasicy ¢ TyOepKylie30M M3-3a BBICOKOW Ya-
CTOTHI BCTPEYAEMOCTH HECTIEHU(PUUSCKOTO a0pTOapTEPUHTA
B pErMOoHaX C BBICOKUM ypOBHEM 3a00JjeBacMOCTU TyOep-
kynezoM. U B 3ToM niane SInoHMS SBISETCS MCKIIOUEHUEM.
[TomuMO CBsI3U ¢ TYOCPKYJI€30M UMEIOTCS JaHHBIC O PA3BUTHH
Oone3nu Takasicy y OOJNBHBIX C pEBMATOHTHBIM apTPUTOM, 53~
BEHHBIM KOJIUTOM, CHCTEMHON KPaCHO BOITYaHKOH, 00JIE3HBIO
Kpona, capkon030M, aMHIIONJ030M U T.J., YTO yKa3bIBaeT HA
UMMYHHbIE MEXaHH3MbI B PA3BUTUH 3200JI€BaHNS U aKTHBALIUIO
KIIETOYHOTO UMMYyHHUTeTa [4]. YCTaHOBIICHO, YTO TIPH HH(UITB-
TpaLUK CTEHKH apTepuy TMM(OLUTAMU IPOUCXOIUT BBICBO-
OoeHne OMOJIOTUYECKH aKTHBHBIX BEHIECTB M PELENTOPBI
T-muM}OIUTOB CBA3BIBAIOTCS C ONPEACICHHBIM aHTHUICHOM
WM aHTUreHamu. Ho 1o cux mop He COBceM IMOHSTHA POJib
AQHTUTEHOB, YYACTBYIOLIMX B IATOJOTHYECKOM mporecce. Tem
HE MeHee BBISIBJIeH HanOoJiee BKHBIN aHTUTeH — OETIOK TeTlI0-
Boro moka (HSP)-65, koTopblii cuHTE3upyeTCsi HOBPEKICHHbI-
MU TKaHAMH. Kpome Toro, 6€0K TEIrIoBOro moka sSBJIseTcs
OCHOBHBIM aHTUTCHOM MUKOOaKTepuil TyOepKynesa, bakTepun
BIDK u npyrux 6akrepuii. UMMyHnHas npupona 6one3nn Ta-
Kascy MOATBEpKIaeTcs NmosbllieHHMeM akTuBHOCcTH HSP-65
1 aHTUT'CHOB TJIABHOTO KOMILJIEKCAa TMCTOCOBMECTHMOCTH B
y4acTKax BOCIAJICHHS B a0pTe.

JUATHOCTUKA BOJIE3HU TAKASCY

Juarnocruka 6one3nn Takascy NpeICcTaBiIsSeT CEPHE3HYIO
KIIMHUYECKYIO TTPOOIeMy, 4To TpeOyeT aHann3a KIMHHIECKUX
JIAHHBIX, PE3YJILTaTOB JJA0OPATOPHBIX U UHCTPYMEHTAJIbHBIX HC-
CJIeIOBAHNUH, TpoBeAeHHs AU GepeHITHATEHOM THarHOCTHKH C
BOCHAJIUTEIbHBIMU U HEBOCHATUTEIbHBIMU 32007I€BaHUSMHU CO
CXOKUMHU MOP(OTIOTHYECKUMH MPOSBICHUSAMH — CHPHIHCOM,
TyO€pKyJe30M, THTaHTOKJIETOUHBIM apTEPUUTOM U TKAaHEBBIMU
OpoKaMu — cuHApoM Mopdana [5].

KINHUYECKHUE NPOSBJEHUS BOJE3HHU
TAKASACY

OCHOBHBIMHY KJIMHUYECKUMHU NPOSIBICHUAMU OOJE3HU
Takascy y meTeil SABISIOTCS: MOBBIIIEHUE TEMIEPaTypHl,
IOTEpsl MacChl Tella, KOXKHasl ChbIlb U apTpairus. JAuaruos
PEeIKO YCTAaHABIMBACTCS IPHU KU3HH, JaKe NMPU HaATUIHH
cumnromatuku. Ilogo3penue Ha Gone3np Takasicy BO3HH-
KaeT NpU HAIWYUHM apTepUalbHON TMIEpPTEeH3UH, MpH3Ha-
KOB CEpAEYHOH HEZOCTaTOUHOCTU MU HEBPOJIOrHYECKOH
CUMITOMATHKE.

AprepuanbHasi TUIIEPTEH3Us, KaK MpaBUIO, 00yCIOBIEHA
CTEHO30M MOYeYHOH aprepuu. Tspkenas TUIEPTEH3HS MOXKET
IPUBECTH K TUIEPTCH3UOHHOI SHLE(AIonaTul U CepIeUHON
HemocratouHoctu [6, 7]. [loaTomy y nmeteit cepaednast Hemo-
CTaTOYHOCTD SABJIACTCA OAHUM U3 HaCThIX MCXaHU3MOB CMEPTH.
UYacToif TpuunHON CepeTHON HEeTOCTATOUHOCTH SIBISIOTCS
MHOKapJHT, KOPOHAPUT WM KJIAIIAHHBIN SHA0KapAUT. Jluaruo-
ctrka 0ose3nu Takascy y JeTeid — mporecc CI0KHbIH, 0COOCHHO
[pY JUJIaTalMOHHON KapauoMuonaTuu. [TpaBunbHblil q1arHos3
yCTaHaBJIMBAETCS HA OCHOBAaHUH YMEPEHHOH rHITepTeH3UH, TU-
nepTpo UM JIEBOTO KEIyA0UKa 1/UIN PacIUPEeHUs: a0PThI IPU
TIPOTPECCUPYIOIEH CepAeyHON HETOCTATOUHOCTH. Y AeTel ¢
TSDKEJOM runepTreH3uei, Kak npaBuilo, Pa3BUBAIOTCS TSKEIIbIE
nepebpoBackysipHbie H3MeHeHust [8]. [unepreH3noHHast pe-
TUHONATUSl PACCMATPUBAETCS KAK MPOSIBICHUE HIIEMUYECKOM
PETHHOTIATUH.

TIporuno3 6osesnu Takasicy y AeTeil sIBISICTCS COMHUTEIb-
HBIM, TaK KaKk CMEPTHOCTh jaeTeil ¢ Takascy cocraBisieT 110
30% [9].

CJAYYAM BOJE3HHU TAKASICY Y PEBEHKA
I'PYAJHOI'O BO3PACTA

PeGenok K. (Bozpact 3,5 mecsiia) mocTynui B CTalimoHap
B TSDKEJIOM COCTOSIHUH: KOXHBIE IOKPOBBI C CHHIOUIHBIM OT-
TEHKOM, TIpaBasi KUCTh M JIeBasi CTOIIA - XOJOIHBIE Ha OIIYIIb,
yMEpPEHHBbII OpOUTaNIbHBIM IIMAHO3, IUAHO3 HOCOI'YOHOTrO
TPEYTOJbHUKA; MYJIC CTa00T0 HANPsHKEHHS U HalloMHEeHus. B
o01eM aHasnm3e KpoBu — JieikormTo3 37,2x10%, COD — 55 mm/4.
Co cj10B Matepu — peOeHOK 3a00JIeN 0CTPO.

B cranuonape ObL10 IPOBEAEHO MHCTPYMEHTAILHOE UCCIIe-
JIOBaHUE: peHTreHoTpadus opraHoB rpyaHoi kietku: «KOPBU.
ITpuszHaku OpOHXUTa»; YIBTPa3ByKOBOE aHTMOCKAaHUPOBAHHE
COCYyIOB KOHEUHOCTeH: « OKKITIO3USI apTepHil JaJOHHBIX AYT.
Oxkxito3us 3agHed 6oibliedeproBoil apTepuu, nepenHen
00IB1IICOCPIIOBOI apTepuH clieBay; axokapauorpadus: «I[Ipu-
3HAKM 9KCCYJaTUBHOIO KapJuTa». 3a BpeMsl HaXOXKICHUS B
cTanuoHape pebeHKa KOHCYJIBTHPOBAIN CHEIHAIHCTH — XH-
PypI, reMaToIor, KapAKuoJor, aHruoxupypr. Ha ocnoBanuu
Pe3yNbTaToOB KIMHUYECKOTO, JIA0OPATOPHOTO M MHCTPYMEH-
TaJbHOTO MCCIIe0BaHUU OBl BhICTaBIIEH 1uarHo3: «Cemncuc,
CETITUKOTIUEMUST: Kap/IUT, SKCCYNATUBHBIN EPUKAPIHT, THEIIO0-
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He(PHUT, MCHUHTUT, OPOHXHUT, CENTHUECKHUI TPOMOOAPTEPHHT.
Tpom6o3MOo0nHs TerovHol apTepun, TpoMO0IMOOINS IeBOH
rojieHu (OEpIOBBIX apTepHii), MajJblEBbIX apTepUil MpaBoOi
KHCTH C HIIeMHel TKaHeil», o MOBOAY KOTOPOTO MPOBOIH-
noch geueHue. CMepTh peOeHKa HACTyIHIIA B CTAIIMOHAPE HA
7-€ CyTKH.

B Xxoxe maroiaoroaHaTOMHYECKOTO MCCICAOBaHMS ObLIN
BBISIBIICHBI: CyXas FaHIPeHa MaJbLEeB JIEBOH CTOMBL; Ne(EKThI
B BOCXOZAIIEM OTJele a0pThl (pUcC. 1), Ayre aOpThI U TPYAHOM
OTJZIeJIe aOPTHI; TAMIIOHA/IA MepUKap/a; GHOPO3HBIC OISIIKH
B IpyHOM oTzene aoptsl (puc. 2). [Ipu MUKpOCKONMYECKOM
HCCIIEIOBAHUH B CTCHKE a0PTHI OBLTH 00OHAPYKEHBI KPYTIIOKIIe-
TOYHBIE BOCIIAJIUTEIbHBIC HH(UIBTPATH BOKPYT vasa vasorum
(puc. 3) ¥ coCyI0B aIBEHTHLIUH; a CyOIHIOTENNAIBHO — pa3-
pacTaHue COCTUHUTEIbHON TKaHu (puUcC. 4), IPOCBET apTepuit
MBIIICYHOTO THUIIA JICBOH KOHEYHOCTH OBLI 3aKPBHIT TPOMOOM

(puc. 5). A y A
Ha ocHoBaHuH pe3ynbTaToB MOP(OIOrHYECKOTO HC- PucyHok 3 — KpyrnoknetouHas BocnanurenbHas MHMNbTPaLIMs

cCJIeJOBaHUA OBl BBICTABJIEH JAUArHo3: Hecneumbnqe— BOKPYF vasa vasorum B CPefHEM Croe aopTbl

CKHH aopTOapTEepUUT C MOPaXKEHUEM IYI'W aopThl, pac-

PucyHok 1 - KpynHble fnedeKkTsl B lyre aopTbl CO CTOPOHbI
MHTUMbI

PucyHok 2 — ®ubposHbie BnsiLKK B rpyAHOM OTAENe aopTbl PucyHok 5 — Tpomb0o3 apTepuit MbILLEYHOrO THNa
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CllaMBalOIasi aHeBPHU3Ma JyT'H aOPThl, TAMIIOHAA MIEPUKAPA.
Takum o6pazom, cmepth peberka K. (Bozpact — 3,5 mec.) Ha-
CTYNMJIA B pe3yJIbTaTe TAMIIOHA/IbI IEPUKApA, IPUUYUHON KOTO-
poii cTana paccianBaromias aHeBpU3Ma JyTH aopThl. [IpranHoit
paccnauBaroiieli aHeBpU3Mbl Ay a0PThI CTAJ POAYKTHBHO-
HEKPOTHUYECKHI BaCKYIUT vasa vasorum (audQy3Has Kpyrio-
KJICTOYHAs! MH(DUIIBTpaIMs BKIFOUAIIA TNIA3MaTHYECKUE KIICTKH,
TUMQOUHUTHI, Makpodaru u Jedkountsr). [ToaTomy cambie
TSDKEJIBIC M3MEHEHUSI OTMEUYAIIMCh B CPEIHEM CIIO€ AOPTHI, IJIe
MIOMHMO BOCHIAJIUTENbHON MHPHIBTPALIMI OBUTH BBISIBJICHBI Mac-
CUBHBIC YYaCTKH JICCTPYKIMH AIACTUYECKUX BOJOKOH. Kpome
TOTO0, B CPETHEM CJIO€ A0PTHI M Cy0IHI0TENNATBHO OTMEYAIOCh
paspacraHue COeIMHUTEBHON TKaHH ¢ 00pazoBaHueM «pudpo3-
HBIX OJstek». Takue OJSIIIKH pacioiarainch He TOIBKO B BOC-
XOJISILLCH a0pTe, HO U B JIyTe, U B 'pyAHOM OT/elne. IHTeHCHBHAs
BOCHANUTENbHAs HHQWIBTpanus Obula OOHApyKeHa H B aop-
TaJILHOM KJIAIIaHe ¥ KOPOHAPHBIX apTepusix. Mopdoornyeckoe
HCCIIeI0BaHUE MTO3BOJIMIIO BBISIBUTH y peOeHKa 6ore3Hb Takasicy
Ha OCHOBAHUHU MPOIYKTHBHO-HEKPOTHUYECKOTO ME3a0pTUTA B
COUYETaHHU C Cy0IHIOTENHATEHBIM CKIEPO30M, POy KTUBHBIM
KOPOHAPUTOM U MPOAYKTHBHBIM 3HIOKAPTUTOM.
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3AKJIFOYEHUE

IpencrapieHHBI ciry4aii ele pa3 AeMOHCTPUPYET CIIOXK-
HOCTH NPYKH3HCHHON TMarHOCTUKY Oose3Hn Takasicy y eTei,
YTO CTAN0 MPUYUHON PACXOKICHUS KIMHUIECKOTO M TaToJ0-
rOaHATOMHYECKOTO THATHO30B 110 OCHOBHOMY 3a00JICBAHUIO U
npuuuHe cmeptu. C Hallel TOUKU 3peHus, U30bITOUHbIC Aua-
THO3BI B BUJIE CETICHUCA U TPOMOO3MOOINH JIETOYHOI apTeprul B
JITAHHOM CJIy4dae MOSBUIJICH B CBSI3U C PEAKOCTHIO 3a00JICBaHNUS
B PecnyOnuke Kazaxcran.

IIpo3paunocms uccneoosanusn

Hccnedosanue He umeno cnoHcopckoli ROO0epicKu. Aemopul
Hecym NOIHYI0 OMEEemMCMEeHHOCHb 3d NPE0OCMABIeHUe OKOH-
uamenvHOU 6epcull PYKONUCU 6 nevama.

[lexnapayusn o ghunancosvix u opy2ux 63aumoOmMHOUIEHUAX

Bce asmopul npunumanu yuacmue 6 paspabonxe KOHyenyuu
cmamuvu u Hanucanuu pykonucu. OKoOHUAMenbHAsL 6ePCUst PYKo-
nucu 6v1a 0000peHa 6cemu agmopamu. Aemopel He noryuau
20HOpAp 3a cMamulo.

Kongpnuxm unmepecos

Asmopul 3aa671510m 06 OMCYmMCmeu KOHAUKIMa UHMepecos.
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