AMAJIMET TAXPUBACUJIAH MUCOJLIAP *
CJIYYAU U3 ITPAKTUKH * PRACTICAL SIMPLES
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AKTT-3ABUCUMBIII CUHJPOM KYIIIWHTA, CJIYYAU 3ATIO3JAJTION TUATHOCTUKH,
MHOXECTBEHHBIE OCJIOXHEHUSA U IWJIEMMBI B JIEYEHUU

Mupcaudosa Y. A., Xarumosa 3.10., XKabboposa .M., Kaiisinnasaposa I.b., Mupcaudosa M.A.

Pecniyonvkanckuit CneuuvanusupoBaHHbiit Hayuno-IIpaktuyeckuit MeauuuHckuii LleHTp DHIOKPUHOIOTMU UMEHU
akagemuka f.X. Typakynosa.

v Pesome,

Cundpom Kywunea - maxncéaroe pedxoe 3aboaeséanue, conpogoxcoarujeecs NOsiGAeHUEM MHONCECMEd
cneyuuueckux cuMnmomos u passuearouieecs 6caedcmeue noGovlUleHHoU npooyKuuu 20pMOoH08 Kopbl HAONO4Ee4HHUKOE,
umo o06ycaosaeno uzbvimounou cexpeuueii AKTI kaemxamu z2unepnaasupoeaHHoli uiu onyxoneeoii mxanu unogusa.
bBe3 aeuenusn noaosuna 60abHbIX C GBIPANCEHHBIMU KAUHUMECKUMU cumnmomamu 3aboaesanus nozubaem 6 meuenue
5 aem om nauaaa 3aboaeeanusn. Ilpedcmaesaen cayuaii 3ano3danoii duaenocmuxu AKTI-3aéucumozo cundopoma
Kywunea y myxcuunot 39 aem, ¢ pazeépuymoil Kaunuueckoi KapmuHoi, HAAUMUEM MHONCECMBA OCAONCHEHUU Ha
Mmomenm ouaznocmuku uepe3 15 asem om manugpecma 6Goaesnu.

Karuesvie caoea: AKTI-3a6ucumotii cunopom Kywunea, ocmeonopos, Kopmusoa, 0CA0NCHEHUS

AKTT TA BOFJIMK BYJITAH KYIIIMHT CUHJIPOMHU KEY TAIIIXUC KYVUII XOJIATJIAPU KYILIAB
ACOPATJIAP BA JABOJAHUIII MYAMMOJIAPU

Mupcaudosa Y. A., Xarumosa 3.10., XKabboposa I''M., Katieinnazaposea I.b., Mupcaudosa M.A.

V36ekucron Pecriyonukacu CCB, akan. S.X.TypakynoB HOMUIArM MXTUCOCTAIITaH WIMMUIA- aMainii
9HIOKPUHOJIOTUSI TUOOUET MapKasWu.

v Pesiome,

Kywune cunopomu - orup xam yupaiiouzan xacaaiux 06yaub, xynaab cnewyugux cumnmomaap Ouian HAMOEH
6yaadu ea Oyipax ycmu 6e3u 6e3u nycmiox KuCMU 20PMOHAAPUHU OPMUKHA UWAAD HUKAPUAUWU HAMUNCACUOA
pueoxcaanaou, 6y sca eunogu3 6e3unu ycma éxu eunepnaasupianzan xyxcaipasapudan AKTInune opmuxua
cexkpeuuscu Ouaan rxewaou. Kacasaukunune axxoa kaunux cumnmomaapu Hamoén Oyarzan GemopaapHune apmu
daeoaanuizanda Kacaiaux bowaanuwudan 5 iua uuuoa éagpom smaou. Kyiiuoa AKTIz2a 6oraux Kywmune cunopomu
Ouaan orpucan 39 éwau, Gemopda KacaiMUKHU KAUHUK CUMNMOMAAGPHUHZ AKKOA HAMOEH 6yauwmu xamoa 15 iliuaea
Kew mawixuc muiumu mygaiiu Kamop acopamiapHuHz PUGONCAAHUWU KAUO IMUAAH.

Kaaum cyzrap: AKTI 2a 60ofaux Kywune cunopomu, ocmeonopo3, Kopmu3oa, acopamaap

ACTH-DEPENDENT CUSHING‘S SYNDROME, CASES OF LATE DIAGNOSIS, MULTIPLE
COMPLICATIONS AND TREATMENT DILEMMAS

Mirsaidova U.A., Halimova Z.Yu., Jabborova G.M., Kayipnazarova G.B., Mirsaidova M.A.

Republican Specialized Scientific and Practical Medical center of Endocrinology named after Ya. H. Turakulov.

v Resume,

Cushing‘s syndrome is a very severe, rare disease accompanying by many specific symptoms, developing owing
increased secretion of adrenocorticotropic hormone (ACTH) from the anterior pituitary. Without proper treatment
half of the patients with expressive clinical symptoms die during 5 years from the start of disease. In the article is
presented a case of diagnostics of Cushing syndrome: Uzbek male 39 years old with extensive clinical picture and great

number o complications.

Keywords: ACTH-dependent Cushing syndrome, osteoporosis, cortisol, complication

XupeHue, Kak rnposieieHue CK, HaOomaercst 1mo-

gyt y 90 % OGONBHBIX U SIBJISIETCS 4acTO OMHUM U3
MepBbIX CUMIITOMOB MaHudecTa 6oyie3Hu. [1pu KylmmHro-
WIHOM THUIE OXWPEHUS MOJKOXHAsI XUPOBasl KjieTyaTrka
OTKJIaZIbIBACTCS HEPABHOMEPHO: Ha XWBOTE, TPYAM, 1liee,
Jvie, cnuHe GopMUpys Kiaccudeckue heHOTUTUYECKYIO
BHEIIHOCTh: JIyHOOOpa3HOe JIMIO, "KIMMaKTepUIeCKUi
rop6uk"[1]. OmHOBpeMEHHO UMeeTCsT aTpOdUST MBILILL PYK

- "MmayybM Mayiblbl" U HOT - "CKOIIEHHBIC SITOAWLIBI", Ha
TBIJIBHOM CTOpOHE KHUCTU XMPOBas KjeTdyaTkKa M Koxa
3aMETHO WCTOHYAIOTCI. M30UpaTelbHOCTh OTJIOXEHUS
XKMpa MpU TUMEPKOPTUIIU3ME OOBSCHSIETCS pPa3sTUYHOMN
YYBCTBUTEJIbBHOCTBIO KUPOBOW TKAaHU OTIAEIbHBIX 4YacTei
Teja K TJIIOKOKOPTUKOMIAM, HO, KaK TPaBUJIO, OXHUpe-
HUe He HOCUT MOpOUAHBIN Xapakrep|2]. PazBurue runep-
KOPTULIM3Ma B OOJIBIIMHCTBE CiydaeB (IpuMepHO v 85 %
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OOJIbHBIX) CBSI3aHA C OMYXOJblO TUNodusa - KOPTUKOT-
POITMHOMOM.

M3BecTHO 4TO, HecBoeBpeMeHHasi nuarHoctuka CK
MPUBOIUT K paHHE! WHBAIWAM3AIUU, PA3BUTUIO CEPbE3-
HBIX OCJIOXKHEHMI, 0COOEHHO (haTalbHBIX CepAECYHO-CO-
CYIMCTBIX OCJIOXHEHUN W MpexaeBpeMeHHON cmepTu[3].
[TosToMy B ciyyasix aGIOMUHAJbHOTO OXUPEHUS, OCO-
OEHHO B COYETAaHUU C KYIIMHTOUIHBIMU TPOSBICHUSIMU
HeobxoauMo 3anono3puth CK BaxkHBIM AMAarHOCTUYECKUM
KpUTEpUEM SIBJISIIOTCSl PE3YJIbTaThl MaJlOW JeKcaMeTa3o-
HOBOU TPOOBI, OCHOBAaHHOW Ha CIMOCOOHOCTU AEKCaMe-
Ta3oHa TOJAABJIAThL aKTUBHOCTh TUIodusa: onpenejicHue
WCXOIHOTO YPOBHSI KOPTM30Jia B KPOBM B § 4YacoB yTpa,
npuém 1 Mr gekcamerasoHa B 24 yaca HOYbIO M TTOBTOP-
HOe oIpe/ie/ieHre KOPTU30ja KpoBU B 8 yacoB yTpa [4]. ¥V
3[0POBBIX JIMIL TOCJEe Mpuéma JeKcaMeTa3oHa YPOBEHb
KOpTHU30Jia B KPOBU cHIKaeTcs Ha 50 % wu Gonee, OTCyT-
CTBUE CHUXXEHUSI CBUIIETEIBLCTBYET O HAJIMYUU TUTIEPKOP-
TULU3Ma [5].

[lon HamMMm HaOMIOOEHWEM HaxXOAWJCsS OOJbHOU C
TsikensiM TedeHueM AKTI 3CK ¢ pa3BepHyTOl KIMHU-
YECKOW CUMIITOMATUKOM.

bonbHoit M., 39 ser, y30eK 1Mo HallMOHAJbHOCTH,
XKUTeNb AHAWXaHCKON obnactu (poct-180,0cM, Bec-
124kr, UMT-38,2kr/cM2) mocTynui B HEHPO3HIOKPHU-
Hoslornyeckoe otaeneHrne PCHIIMIID PY39.02.2019 . ¢
XajobaMu Ha c1aboCTb, TOJOBHBIE OOJM, MHOXECTBEH-
HbIe MEJIKME TMOJKOXHBIE KPOBOU3JIMSIHUS Ha KOXE PYK,
1eu, XWBOTa, HOT, M3OBITOYHBIN Bec, "JTYHOOOpPa3HBIN
"oBaJ JIMIIa, 1Ie, OABIIIKA U OOJIb B MOSICHUYHOM OT/e-
Jie TIO3BOHOYHMKA Tpu (HU3UYECKO Harpyske, 6arpoBbie
pacTSIKKU Ha XMBOTE, HOrax, ruiedax, TUIepeMUIo JIMIIA,
noBeiieHue AJl no 200/100 MM.pT.CT, CHUXEHHE MbI-
LIEYHOU CUJIbl B HOTax, yBeJMYEHUE TPYAHBIX XeJe3,
TOILIHOTY, CHUXEHHE JTUOUMIO0.

M3 aHamHe3a - CO CJIOB MaiMeHTa 3ab0jeBaHKE pa3-
BUBAJIOCh MEIJIEHHO M B 1IEJIOM B TeYeHUU 15 jeT mocre-
TMeHHO MOSIBUJIMCh CUMITTOMBI OOJIE3HU, CTAJIV TTOSIBIISITHCS
THOMHMYKOBBIE MOPAXEHUSI KOXH, 3aMETHO M3MEHWJIACh
BHEILITHOCTb 00JIbHOTO- MOKPACHEJIO U OKPYTJIMJIOCH JIUIIO,
MoXynead KOHEYHOCTH, yBEJIUUWICS B 00BEME XKUBOT,
BO3HUKJIO CYXOCTh KOXH, Ha KOTOPOW INMpPU MaJeHIlnuX
TpaBMax MOSIBJISIUCh CUHSIKM, TOPEAEd BOJOCH Ha ro-
noBe. boibHO# B TeyeHunu 10 et HaGmogancs y Teparnes-
Ta 10 MOBOMY apTepuaJbHOW TMIIEPTOHUU. § JIET Ha3al, B
2014 romy y Hero mpoHU3OIIe] IepeioOM U B 3TOIl CBSI3U
BrepBble ObLI HampaBjieH K 3HIOKPUHOJIOTY, KOrjaa 3a-
nogo3peH auarHo3d Cunapom Kymuxra. Ho mo omnpene-
JICHHBIM CEMEUHBIM OOCTOSTEeNhCTBAM OOJILHOW HE 00-
pamancss K 3HaokpuHosory. C TOro MOMEHTa OH CTall
HabJoaThes Y Bpaua - TeparneBTa. TiareJbHbIA paccrpoc
mokasaj, 4To OOJIbHOW HeperyaspHO MPUHUMAaJ TUIIO-
TEH3UBHbBIC Mpernaparbl, Ha3BaHUE KOTOPbIX He MTOMHUT. B
rocjenHee BpeMs CTaj MpuHUMaTth MeTdhopMuH 1o 500mr/
CyTKH, C lLieJblo nmoxynaHusi. [lo pekoMeHmalusM Bpada-
TepaneBTa MO MECTOXUTEJIbCTBY OH OOpaTuics B
PCHIIMII®.

M3 anamHe3a xxu3Hu: [laumeHt M. Tpetuit peGeHOK B
ceMmbe. Poauiicst B cpok, OoT HepoACcTBeHHOTo Opaka. Poc u
pa3BUBAJICSI HOPMaJIbHO, YacTo 0oJieJl TIPOCTYIHBIMU 3a-
6oneBaHusgMu. XKenuscs B 22 roga, uMmeeT 3x aeteil. Bpen-
HbIe MPUBBIYKK oTpuliaeT. [To mpodeccun-crpoutesns. Ha-
caencTBeHHylo otsroieHHocTh o I'b, OUM, OHMK u
CJl He uMeerT.

Status preasens: COCTOsIHUME OOJIBHOTO TSIKEJIOE, B
TMICUXUYECKOM CTaTyCce UMeeTCsl 3aTOPMOKEHHOCTh. boJib-

N

HOM BBINIAIUT 3HAYMTESbHO CTapllie CBOUX JIET, OTMeYa-
eTcs JAWCIJIAaCTUYHOE IepepacrpenesieHue MOoAKOXHOM
KUPOBOM KJIETYATKU, C M30BITOYHBIM OTJOXEHUEM B
obyiacty Jviia, CIIUHBI, B HAAKIIOUMYHBIX 0O0JIACTsIX, Ha
rpyaM U Ha xkuBote. JInuo JyHooOpa3Hoe, 6arpoBo-Kpac-
Horo 1BeTa "MarpoHusMm"(orol). Koxa cyxas, "Mpamop-
Hag", UCTOHUYEHA, MHOXECTBO TreMopparuii. Atpodus
MBI PYK, HOT, ATOMMYHBIX U OCIPEHHBIX MBIIIIL] "CKO-
LIEHHbIE STOAWIIBI", MBIIIIL] TepeaHeil OpPIOIIHONW CTEeHKU
"nsarymaunii xuBoT'(poto2). Ilepudepnyeckux OTEKOB
HeT. B jerkux Be3ukyJsipHoe AbixaHue. ['paHuULIbI cepaua
paciupeHsl BieBo, ToHbl puTMUUHbL. YCC 92 yn/mMmuH. AJl-
180/120 mm.pt.cT. [Teuens +2cMm. B obuiem aHanuse Kkpo-
BU: sputpountsi-4,2* 109/1(4,0-5,1¥*1012), remorinabunH
-105 r/n(130-160r/1), TpombGouuTel -175%* 109/1(180-
320*109), remorakpur-0,8(0,85-1,15), kanuii-2,3 mmosb/
1(3,6-5,5), natpwmii-160,8 mmonn/n(135,0-150,0), kpeatu-
HUH-238MKMOb/71(53-106), MoueBHHa- 1 1,6MMob/1(1,7-
8,3), kanmpumii- 2,0mMmonb/1(2,02-2,6), o6t 6e10K-58r/
1(65-87), rmoko3a kpoBu-4,3 Mmoub/n(3,3-6,02). F'opmo-
HanbHbll cniektp: AKTT kpoBu-92mr/min (7-63), KopTu-
301 KpoBH - 8-00- 950,0umonb/n(260-720; 24-00-
283,0uMonb/1(<50, cyTouHasi 3KCKpelus KOpTHU30Jia C
Mouoii 281,0umonb/n (Hopma 38-208), mposiakTuH- 18HT/
mi(1-18), cB. TectoctepoH- 13,3Hmonb/1 (Hopma 8,69-
54,69). Manasl nekcameTa3oHoBas Mpobda: KopTu3oi - 773
HMOJb/N (HopMma 123-626 HMOJb/M) - Tpoba OTpuUlia-
TenapHas. bojblias nekcameTazoHoBas Mpoba: KOPTU3OJI
- 273 umoib/a (Hopma 171-536) - mpoba TMOJIOKUTETb-
Hasi. OI' TT-rmoko3a HaTolak-4,3MMOJIb/J1 U Yyepe3 2 yaca
Mmocjie Harpy3ku -8,9MmoJib/ .

Ha MPT- npuszHaku MUKpoafaeHOMbI runodusa. MHo-
JKeCTBEHHbIE OYaroBble M3MEHEHUsI B OEJIOM BelleCTBe
oonbiux noaywapuii. IMocnencteus OHMK mno remop-
paruyeckoMy THUITy B JieBOM mnojyiapuu (pucl)

MCKT npusHaku runepria3um ooenx HaarmoyeuyH -
koB. MCKT rpyaHoii KJIeTKHM - TaHHBIX O HAJIUYUM MaTO-
JIOTUYECKMX U3MEHEHUI He BbISIBIEHO. MHOXECTBEHHBIC
KOHCOJIMAMPOBAHHBIE TIEPEJIOMBI pedep ¢ AByX cTopoH. Ha
Y3U -runekomactus ¢ aByx ctopoH. DEXA scan: MuHe-
pajibHas TUIOTHOCTb KOCTei CHUXXeHa. bosee BbIpakeHO B
00J1acTi BEPXHUX KOHEUHOCTEH Oenep M Taza - ocTeorie-
Hus (T-kputepuii-1,8SD). B o61acTt MOSICHUYHOTO OTAE-
Ja- ocreonopo3 (T- Kputepuii MO3BOHKAX U IIEKKU G-
pa -2,6SD). Ha OKI": cunycosslit putM ¢ YCC 68 ynap B
MMH. DJIeKTpUYecKasi oCh cepjila OTKJIOHEHA pe3KO BJIEBO.
IinepTpodus MUOKapaa JeBoro Xxemyaouka. quddysHbie
BbIpaXX€HHbIE M3MEHEHUSI B MMOKapie, 0ojiee BbIpakeH-
Hble B TepeaHe -OOKOBOW CTEHKE JIEBOTO XXEJIydoyKa.
IMUKC. DxoKI: Arepockiepo3 aopthl. KaxblimHo3 aop-
TaJlbHOrO KJjamaHa 1-i cremeHu. He3HauwmTeabHast aop-
TajgbHas peryprurauus. CokpaTutesibHas QYHKLIMS MUO-
Kapna He cHikeHa. Mpaxkius Beiopoca 73%. Y3/1 modek u
neuenu: ['emaromeranusi(+2,5 cM). XpoHUUECKUIT XOJye-
tuctut. Conu B MovyKax.

Koncynprauust okynaucra: VIS-OD/0OS-1,0. aHruomna-
sl ceryatku. Kapnuosor - Cummnaruyeckasi aprepuaib-
Has runepTeHsust. A2, puck 4.

O6cyxnenune: [IpenbsiBisieMble Xajgo0bl 6OJLHOIO B
COUYETAHUU C XapaKTEePHBIMU WM3MEHEHUSIMU BHEIIHOC-
TH, TeuyeHue 3a00JieBaHUS, JAAaHHBIX KIMHUYECKOW Kap-
TUHBI, OMOXMMUYECKUX TTOKa3zaTeleil - TUIOKaJMeMus,
TUTNIEpHATPUEMUS U TOPMOHAIBHBIX - TToBbIIIeHUE AKTT,
KOpTH30Ja KPOBU U €ro CyToyHoul skckpeuuun; MPT ru-
nopuza - mukpoageHoma, MCKT Hagnmo4ye4YHUKOB - TH-
rnepruias3vsi 00enx HaATIOUYEYHUKOB MTO3BOJIMJIM TTOCTABUTD
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doro 1

doto 2

knmHuveckuit auarHo3: AKTT 3aBucumbiii cunnpom Ky-
mmHra. Ocnoxuenue: UBC. IMKC. OHMK no remoppa-
TMYECKOMY TUITy, B JIeBOM Tojyuiapuu. Octeomnopos rmo-
SICHUYHOTO oTaeia nmo3BoHoyHuKa (T-2,5SD) ¢ mMHoXe-
CTBEHHBIMU KOHCOJIMIMPOBAaHHBIMU TiepejioMamMu pedep,
octeoneHus mieva, 6eaep (T-1,8SD) T'mnmeproHuueckast
Hedponarust XbI14 (CK® 28,5 mn/mun/1,73m2). HTT. Cor:
Cumnarudeckasi apTepualibHasi runepTeHsus, A2 puck
4. OxupeHue 3cT. AHEMUSI XpPOHUYECKUX OoJie3HEN. AHTH-
ornarus ceTyaTku. JIBYyXCTOpOHHSISI ruHeKoMacTusi. Hean-
KOTOJIbHasl XXUpoBasi 00JIe3Hb TeYeHU. XPOHUUYECKU X0-
JICLUCTUT

Takum oOpa3zoM, HACTOSIIIIVIA KIMHWYECKUU Clyvai,
SIBJISIETCS. TUTTUYHOM WMJLTIOCTpallMeil HeaJeKBaTHOTO T10-
BelleHUsI OOJIbHOTO- YKa3bIBAIOIIETO Ha HM3KOTO0 CaMo-
CO3HAHUS TMallMeHTa C OJHOW CTOPOHBI, OTPaHUYECHUE Me-
NUIMHCKOTO KPYrozopa Bpaueil pasjimyHoOro mpoduis-
HaurHasg ot BOII, TepameBra, Kapauoyiora U HEBPOJO-
ra, oOycJIOBUBIIAs 3aMO30alyl0 TUArHOCTUKY CTOJIb Ce-
PBE3HOU U TAXKEIOWU HEUPOIHITOKPUHHOUN MATOJIOTUU KaK
CK- ¢ gpyroit CTOPOHHBI.

Kak mnznoxeno Bbiiie, CK ¢ ero crnenuduyeckummu
KJIMHUKO-TOPMOHAJILHBIMUA U BU3YaJIM3alIMOHHBIMU TIPO-
SIBJICHUSIMU MOXET OBbIThb NUAarHOCTUPOBAaH B TEPUOIE
maHu@ecra 6one3nu. Juarnoctnka CK Ha cragum CKK
TpeOyeT TIIATEJIbHOCTU U TMpodecCUOHaIn3Ma CO CTOPO-
HBI Bpaya TeparieBTa, TpaBMaroJjora, Kapauoyiora U 3H-
nokpuHosiora, n6o CK moxer mMaHubecTupoBaTh MO
Mackoii AT, oxupeHusi, TUNIEpaHAPOTeHUN, TATOJIOTH-
yeckuii nepeaom uiau CJI. CBoeBpeMeHHOE MOIO03PEHUE
SIBJISIETCSI BaXKHBIM, PEUIAOIIMM II1aroM B TMOCTAaHOBKE
NMarHo3a U MpoMUIaKTUKU pa3BUTUSI HEOOPATUMBIX TSI-

JKeJIBIX MHBATMIUPYIOLINX OCJIOXHEHUI, KOTOphIE 3a4ac-
TyiI0 - B 50 % cinyyaeB B MepBble 5 J€T HEAUArHOCTUPO-
BaHHBIN OOJIE3HM MOXET CTOMT "XKM3HU' MOMOOHBIM ITa-
LIMEHTOM W UMeTh (aTalbHBIA UcXod. B maHHOM ciydae,
MauMeHTy Ha 4-M JeKajie XU3HU W3-3a HaJIN4YUS Cephe3-
HBIX KapAMOBACKYJISIDHBIX M COMAaTUYECKHUX OCJIOXHEHU,
1.K. [IMKC, XCH II, XM IIb ¢ [IOHMK no remoppa-
rudyeckomy tumy, XBI14 (CK® 28,5), TsKenmoro ocreo-
OPO3a ¢ MHOXECTBEHHBIMI KOHCOJUIUPYIOIIMMU TIepe-
nomamu pebdep, ATIII, puck4 ¢ BBICOKUM PUCKOM JJist
ONEPAaTUBHBIX BMEIIATEJILCTB OTKA3aHO B PagUKaJIbHON
aIleHOMAKTOMUHU TUITO(pU3a, a TAKKE MO3TAMHON agpeHa-
JIDKTOMUH. MeauKaMeHTO3Has Tepalus IpelaparaMu
MHTHOUTOpAMU CTEPOUIOreHe3a TakKe M3-3a TelaTOTOK-
CUYHOCTU Tpu Hanuuyum cteato3a u XIII' He mokaszaH.
INanueHT Ha ¢pOHE CMMITOMATUYECKOIM TepaIllii TOTOBUT-
Cs K JIy4eBOU Teparnuu
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