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CUHAPOM bPYKA. OTTIUCAHUE CAYHAA

© byxnaes /I.C.', Kocmux M.M.?, Aepanosuu O.E.', Tpopumosa C.J1.!

L OI'BY «HUIOWM um. I. V1. Typuepa» Munsgpasa Poccun, Cankr-IlerepOypr
2 TBOY BIIO «Cankrt-IleTepOyprckuii rocyjapCcTBEHHBIN TefUaTpUYecKuil MeJUIIVIHCKII YHUBEP-

curet», CankT-IleTepbypr

B craTthe nmpuBOAUTCA ONMMCAaHME KIMHITYECKOTO cTy4yas cMHApoMa Bpyka y manuenTa rpygHoro Bospacra. Kmman-
KO-PEHTTeHOTOTYeCKasA KapTiHa JEeMOHCTPUPYET HaAnM4Me CUCTEMHOIO OCTEONOPO3a ¢ MAaTOMOTMYECKUMU Iepe-
JI0MaMM, KOHTPAKTYPbl IOKTEBBIX, KOICHHBIX, TOJICHOCTOIHBIX CYCTaBOB, 3aieP>KKy (PU3NIECKOTO ¥ JBUTATEIbHO-
IO pasBUTNA, NIPU3HAKM TMIIONIA3MM HEKOTOPBIX IPynn MbImL. Taxke MMeeTcsA NPaBOCTOPOHHAA BPOKJeHHas
MbllleyHass Kpusouied. IIpu pentreHorpaduyu BbIABIEHbI YMepeHHas aHTeKypBaMOHHAA fedopMauysa roieHeit
u Genep, UCTOHYEHNE KOPTUKAIbHOTO crnos. /laGoparopHble TaHHbIE MOKA3aMN OTKIOHEHNA OT HOPMbI TOIBKO CO

CTOPOHBI 6eTa-Kp0ccnanc B CTOPOHY yBE€INYE€HNA.

IIpoBoOpUTCA NeYeHUe MO MOBOJY OCTEONOPO3a MHIMOUTOPAMH OCTEOK/IACTUYECKOI pe3opOiuu (IaMugpoOHATOM)
C MONOKUTETBHBIM 3P PeKTOM M cruGaTeNbHbIX KOHTPAKTYP JIOKTEBBIX CYCTABOB IMIICOBBIMM IOBS3KAMM C JVIC-
TPAKIMOHHBIM YCTPOICTBOM TaKKe ¢ MONOKUTETbHBIM 3] dexrom.

KmoueBble cmoBa: cuHApoM bpyka, KOHTPaKTypbl CyCTaBOB, OCTEONOPO3, HETH.

Cunpgpom bpyka ABnAeTcA UCKIIOUUTENIbHO pel-
KM BPOXX[EHHBIM CHHPOMOM C YaCTOTON BCTpe-
qaeMocTy pexxe 1/1000000. On mpexcTaBisgeT coboit
BecbMa CBOeOOpasHOe COCTOsAHME, NIPY KOTOPOM CO-
4eTalTCs CUMITOMBI HECOBEpIIEHHOI'O OCTeOreHesa
Y BPOXXJEHHble KOHTPAaKTypPbl CYCTaBOB, CXOJHBbIE
C TaKOBBIMU IIPY apTPOTPUIIO3E.

[lepBoe ommcaHye CUMITOMOKOMIIIEKCA BPOX-
JIEHHOJI JTIOMKOCTU KOCTeil I BPOX/IEHHBIX KOHTpPAaK-
TYp KPYIHBIX CYCTaBOB cenaHo Anbdpenom bpykom
B 1878 rony [1]. B mocnexyomem B Hay4HOI InuTEpa-
Type BCTPEYaroTCs ONMCAaHMS eJVHUYHBIX HabIIofie-
HUI C aHAJIOTMYHBIMU NPOSIBJIEHUAMA [2-4].

B mocnepgHee mecATmieTne malnyeHTaM C CUMHAPO-
MoM bpyka mpoBopATcs reHeTHdYecKye MCCIefoBa-
HIIS, HAallpaB/IeHHble HA IIOMCK MYTalNii, BO3MOXXHO
BBI3BIBAIOIIMX JaHHOE COCTOSAHMe. BhIABIEHBI My-
TalUNM, TPUBOAALINE K HAPYLUIEHWIO KaK IePBUYHOI
LlenM KOJUIAT€HA, TaK U ero MOCTTPAHCIALMOHHOTO
¢dbopmuposanns [5-8].

B kauecTBe OCHOBHBIX METOJOB JledeHNUs1 Hanbo-
Jiee MIMPOKO MUCIOIb3YITCA 6110p0ochOHATHI, IpeIHa-
3HAYeHHbIE [ KOHTPOJA IIPOLECCOB OCTEONOpO3a,
U OpTOIeANYecKNe MEepONpUATHS, HallpaBlIeHHbIE
Ha KOPPEKLMIO ITOJIOKEeHNs CerMEHTOB KOHEYHOCTEN
U yrydiieHve ux QyHKIum.

[Tox HamyM HaOJIIOfeHMEM HAaXOAUTCA OfUH IIa-
I[MEeHT, 10 KAMHMKO-PEHTTeHO/NIOTNYeCKUM INpU3Ha-
KaM COOTBETCTBYOIUII cuHApomy bpyka (puc. 1).

[ToBopoM f1sa o6paleHNs ABMINCH YacThble Hepe-
JIOMBI, MMeBIL/e MeCTO B IIepMHATa/JbHOM Iepuofe,
U B JajbHeillleM — B IPYJHOM Bo3pacTe fedopMa-
UMM KOHEYHOCTEN M KOHTPAKTYphl cycTaBosb. llepe-
JIOMBI IIPOVICXOAMIN flaxke 06e3 aJleKBaTHOI TPaBMBI.

/13 aHaMHe3a M3BECTHO, YTO peOEHOK POAMICA
¢ Maccoit tena 980 r Ha 30-71 Hepesie 6epeMeHHOCTH.
PanHuit HeoHaTaNbHBIN MEpPUON HMPOTEKaN TAXKEIO
B CBA3M C HEJJOHOIIEHHOCTBIO, IlepelioMaMi, OpOHXO-
jerouHoi muciriasueit. CeMeHbIM aHaMHe3 IIO0 Ha-
CIIe[ICTBEHHON OpTONEeMYECKON MaTOJOTUM He OTA-
rouieH. Popurenu 300poBbl, 6pak He POJCTBEHHBIIL.

C 1enpi0 yMeHbIIEHUsA OCTEOIopo3a U npodu-
TAKTUKM IIE€PENIOMOB HadMHasg C BO3pacTa 3 MecALEeB
IO/Ty4YaeT JiedeHye VHTUMOUTOpaMM OCTeOKIacTude-
CKOJI pe30pOIuy — MaMUAPOHATOM — KaXk/bple 3 Me-
cana B xnunuke CII6TTIMY.

[lepsoe o6pamenne B OBI'Y «HUIOU nm.
I. M. TypHepa» cocTosANMOCh B BO3pacTe pebeHKa
10 mecsneB. Pogureny mpembsBisiim 5kamoObl Ha Ha-
pylIeHre GyHKINY BEPXHMX M HIDKHUX KOHEYHOCTEN
BCJIEICTBME HA/MN4YMA KOHTPAKTYp JIOKTEBBIX M KO-
JIEHHBIX CYCTABOB.

B OpToneaus, TPABMATOAOTUS M BOCCTAHOBUTEABHAS XMPYPIUS AETCKOTO BO3PACTA. Tom 3.
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Puc. 1. Bremnuit Bup manueHTa ¢ cuHApomMoM bpyka

IIpn KIMHUYECKOM OCMOTpE BBIABIANACH 3a-
Iep>XKa (pU3NIeCKOro U IMCUXOMOTOPHOTO Pa3BUTHSL.
B wactHOCTHU, Macca Tena coctaBmana 7300 1, mmmHA
Tesa 68 CM, YTO COOTBETCTBOBANIO BTOPOMY KOPULOPY
PV LIeHTUIBHON OlieHKe (PU3NYecKOoro pasBUTHUA.

ITonoxxeHne BBIHY>K/IEHHOE, eXUT Ha cryHe. [o-
JIOBY B BE€PTMKAJIbHOM HOJOXeHUN yhepkuaet. Ca-
MOCTOATENBHO CHUJIETh, IEPEBOPAYNBATHC, CTOATh HE
MO>KET BC/IEICTBYE TMIIOTOHMY MBIIIL] X KOHTPAKTYP.
Barnap ¢uxcupyer, HabmofaeT 3a OKpy»Karwleir 06-
CTAHOBKOII, Y3HaeT POJUTENeN, SMOIMOHaNIbHasA pe-
aKIVA Ha OCMOTp >kmBas. UepemHble HepBbI 6e3 ova-
rOBOJ CMMITOMAaTUKHU. Bonpmioin pogHUMYOK MMeeT
pasmepsr 1,5 X 1,5 cm.

TonoBa HaxogWUTCA B BBIHYXXJEHHOM IIOTOXeE-
HIM, NIOBEPHYTa BIE€BO M HaK/IoHeHa BIpaBo. Co-
OTBETCTBEHHO, OI'PaHMYEH IIOBOPOT TOJIOBBI BJIEBO
U HakaoH BHpaBo. llles mpousBoguT BIleYaTIeHNE
YKOPOY€HHOJI, TPy MaJblallMy MBIIII JeBast TPy-
OVHO-K/IIOYMYHO-COCIIeBU/IHASA MbIIIIA YIJIOTHEHA,
yKopodeHa. B ropmusoHTanbHOl II0CKOCTH ¢opma
MO3ToBOro yeperna 1o ¢popme 6113Ka K poMONYECKOil
BCJIeICTBIE [/INTEIbHOTO BBIHYXKJEHHOTO IIOJIOXe-
HIs Ha QoHe KpaHMoTabueca. [leHTals 3ajep)KaHa.
Ck/iepbl He MIMEIOT BBIPQXKEHHOTO CMHETO W CEPOro
OTTEHKA, XapaKTEpHOTO I JeTell C HEKOTOPBIMM TH-
IIaMVl HECOBEPIIEHHOTO OCTEOreHe3a, a MMEIOT O0bIu-
HBIII [ 3[JOPOBBIX fIeTeN TPYJHOTO BO3pacTa IBeT.

[To3BOHOYHMK M TpPyZAHasA KIeTKa 0e3 BUAMMBIX
nepopmannii. OTMedaeTcss HEZOCTATOUHBIN TOHYC
M cyaa MblIL, TyrnoBuia. Ha Koxe mepepHel mo-
BEPXHOCTHU TIPYAHOI KIETKM reMaHrmoma 2,5 X 4 cm
C TEHJIEHLMEel K perpeccy.

Co CTOpOHBI BepXHUX KOHEYHOCTENl — KOHTYPbI
HaJIUIeYUil B LI€IOM COXpaHeHbl. AKTUBHbBIE IBIKe-
HUS B IUIEUEBBIX CYCTaBaX MMEIOTCS, HO C HeOOb-
VM OTPaHMYEHMEM IIO CPAaBHEHUIO C HOPMOIL.

Obpamraer Ha cebs1 BHUMaHMe IIOPOYHOE TOTOXKe-
HMe NpeNIyIeYnii BCIeCTBIE CTMOATeNIbHON U Mpo-
HaIIMOHHOJMl KOHTPAaKTyphl B JIOKTEBBIX CYCTaBaX.
MaxkcumasbHOe aKTUBHOe pasrubaHie B IPaBOM JIOK-

TEeBOM CyCTaBe BO3MOXXHO [0 yrma 80°, B 1eBOM —
mo 75°. IlaccuBHOe — 95 m 90° COOTBETCTBEHHO.
V3 aKTUMBHBIX ABVDKEHUI B JIOKTEBBIX CycTaBaX pe-
0eHOK JeMOHCTpupyeT nuiub pasrubanme. Crubanue
TOJIbKO IIACCHMBHOE ¥ 3a CUeT 37IACTUYHOCTY TKaHeN.
[Tpu manpmanuu OOGHApPY>XMBAETCs BBIPAKEHHOE
Hefl0pasBUTHUE JBYIVIABBIX MBIIII] IVIeYa ¢ 06enx CTo-
POH, BO3MOXHO JjaXKe HOJIHOe OTCYTCTBUE (YHKIINO-
HaJIbHO aKTMBHOM MbllIe4HON TKaHu. IIpm ocmoTpe
pebeHKa B IIOTIOKEHUY JIeXKa MpeAIiedbs HaXOAATCA
B TOPM3OHTA/IBHON IJIOCKOCTY B IOJIOKEHUM IIPO-
Hauuy, gaxe B 136bprTouHOI. CynmHALMs NPKU 9TOM
BO3MOXXHA TOJIbKO IIaCCMBHAasA U TOJNBKO [0 Hell-
TPaJIbHOTO IIOJIOXKeHUsA. BbiBelleHMe NpefIiedbs U3
HEJTpaNbHOTO II0JI0OKEHNA B CYNMHALMIOHHOE, IIyCTh
TaXe He IOJIHOE, HEBO3MOYKHO.

Kuctu B memom pasBuTHl IpaBuiabHO. ViMeercs
CUMMEeTPUYHAsI HEIIOCTOSHHAs y/IbHApHAsl NeBMALINA
B KICTeBOM cycTaBe He 6onee 20°. IIpn HabmoneHnn
3a pe0eHKOM BUJIHO, YTO KMCTb MOXKET aKTMBHO BBI-
BOJIUTHCA [IO CPEHErO IIOJNIOKEHN:A, B JIyYEBYIO CTO-
POHY — TOJIBKO ITAaccUBHO U He 6oee 10°. Taxoke BBI-
ABJISIETCS] TUIOTPOUSA MBIIII] TeHapa U Hebonblas
OPUBOJAILAA KOHTPAKTypa IEpBBIX Ia/lblleB, IPaK-
TUYECKV He BIVAIIAsA Ha QYHKINIO KUCTEIL.

HuxH1e KOHEYHOCTM HaXOJATCA B CPeflHEM IIO-
JIOKEHUY, MMEIOT OJVIHAKOBYIO JUIMHY ¥ IIPaBUIbHYIO
0Cb BO (POHTA/NBbHON IJIOCKOCTU. AMIUINTYAA ABU-
JKeHWIT B Ta300eIpEeHHbBIX CYCTaBax B Ilepefiesiax BO3-
pacTHOI HOpMbL. Horamm LieBeuT GOCTATOYHO aK-
TUBHO. B KOJIEHHBIX cycTaBax HaOofaercs feduuut
pasrubanus (crubaresibHass KOHTPAKTypa). AKTUBHOE
pasrubaHue BO3MOXHO 70 yraa 90° ¢ o6enx CTOpoOH,
naccuBHoe — 7o 100°. Crombl pasBUTHI IPaBUILHO,
HAXOJATCA B COCTOSHUN 9KBUHYCHOM KOHTPAaKTYpPbl
¢ obeux cropon mo 110°. KoHTpakTypbl cTom pu-
TUIHBL

ITpu peHTreHONOrM4YeCcKOM MCCAENOBAaHMY AaHOMa-
NIt Y AMCIUIAsuil cKeleTa He oO6HapyskeHo. ITomoxe-
HIle KOHEYHOCTell B CyCTaBaX COOTBETCTBYeT KIVHU-
Jeckoit kapTuHe. VImetorcs zebra lines B meradmsax

B OpToneams, TPABMATOAOTMS M BOCCTAHOBMTEABHAS XMPYPIMg AETCKOro Bo3pacta. Tom 3. Beinyck 3. 2015
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Puc. 2. PenTrenHorpaMma InaunyeHTa ¢ cuHgpoMoM bpyka

IIMHHBIX TPyOYaThIX KOCTeil M amodusax KocTeil
Ta3a KaK NIpOosIBJIeHMe [eICTBYA NMaMUIPOHATa, BbIpa-
KeHHOE VICTOHYEHMEe KOPTUKA/JIbHOTO CIO0s TVHHBIX
TpyOUaThIX KOCTeil, aHTeKypBal[OHHas gedopMarsa
Oef[peHHBIX KOCTell U KOCTeNl TrO/IeHell, paciuupeHne
30H IIPENapaTOpHOro OOBI3BECTB/ICHNUA, B TOM YIC/Ie
B ano¢usax Te/l I03BOHKOB, Pa3MBITOCTb CTPYKTYPBbI
ry04aToil KOCTM Te/l ITO3BOHKOB, IUIATUCIIOHAVIINSA
(puc. 2).

[TaumeHTty 6bUI0 IpOBefieHO nMabopaTopHOE 06-
crnefoBanue. VI3 BbIABIEHHBIX OTKJIOHEHMUII OT HOp-
MBIl MOXXHO OTMETUTDb JIMIIb IOBBIINIEHNE YPOBHS
0eTa-KpOCCIaIc, 4TO SBISAETCA, MO-BUJUMOMY, He
MabopaTOPHBIM NPU3HAKOM 3a00/eBaHus, a cKopee
OXXIJIa€MbIM IIPOsB/IEHNEM [eiiCTBUA aHTUOCTEOK/IA-
CTMYECKOJI Tepaluy ¥ BBI3BIBAEMOTO €0 ciBura Oa-
JTaHCa OCTEOCHMHTE33/0CTE0NN3a B CTOPOHY YMEHbIIE-
HUS OCTeONN3a.

Takum 06pa3oM, B IpMBENEHHOM KIMHUYECKOM
CTy4ae y MalyeHTa HabIofaoTCs MOBBIIICHHAS JTOM-
KOCTb KOCTeil Ha (pOHe BPOXIEHHOTO OCTEONopo3a
U MHOXXeCTBEHHbIe BPOXKIEeHHbIe KOHTPAKTyphl. Ilo
9TOJI NIPUYMHE Mbl CK/IOHHBI TPAKTOBATb €ro KaK CIIy-
yait cuHgpoma bpyka.

B maHe yedeHMs malyeHTa Mbl OTBOZUM IIepBOE
MeCTO TepallMM OCTEONOpO3a, KOTOpas HPOBOJUT-
¢ 1 OyleT NPOBOAUTHCA B TedeHUe 3-4 jeT momoo6-
HO TOIf, KOTOpas IPOBOJUTCA IIPU HECOBEPLIEHHOM
ocreoreHese. VI3 opronefndecKux METO/IOB J€YEHMS
MBI JICIIONIb3yeM IIOCTEIleHHOEe YCTPaHeHNUe KOHTPAaK-
TYP JOKTEBbIX, KOJIEHHBIX U TOJICHOCTOIHBIX CYCTa-
BOB C IOC/IEAYIOLell ABUIATENIbHON peadyInTamnyen.

Ha MOMeHT my0nmKanmy OCyIiecTB/IeH HepBbIil 9Tal
AVCTPAKIMOHHOI pefjpeccaryiy KOHTPAKTYP JTOKTEBbIX
CYCTaBOB B TMIICOBBIX IOBfA3KAX, B Pe3y/lbTaTe Yero
JIOCTUTHYTO yMEHbIIEeHNe Cri6aTe/TbHBIX KOHTPAKTYP
mo yrima 160°.

O0cyxaenune

B ommcpiBaeMOM KIMHMYECKOM HAOTIOfleHUM I1a-
TOJIOTMYECKOe COCTOsIHME IO KIMHUKO-PEHTTEeHOTIO-
IMYeCKMM IIPOSBIICHMUAM U TEUEHUIO [JeMOHCTpUpYyeT
coyeTaHNue [ByX 3a00/eBaHUII — HECOBEPIIEHHOTO
OCTeoreHe3a 1 aprporpumosa. VI3 mpossiaennii, xa-
PaKTepHBIX I HECOBEPLIEHHOI'O OCTEOTeHe3a, MOJXK-
HO OTMETWTH IOBBIMIEHHYIO CKIOHHOCTb K ITaTOJIO-
TUYECKUM IlepelioMaM fake 6e3 aJleKBaTHON TPaBMbI
U HeSIPKOJN CUMIITOMATHUKMU, AedopManuy KOCTeil
HIDKHMX KOHEYHOCTeI, MIATUCIIOHUINIO, OCTeOIo-
PO3 ¥ OTYETIVBBINI OTBET HAa aHTUPE30POTUBHYIO Te-
panuio B BUJE CHVDKEHNA YacTOTHI IIepesioMOB. B To
JKe BpeMsl CTO/Ib 3HAYMTE/IbHAA 3ajep>KKa JBUTATENb-
HOTO PasBUTHA /A ieTell ¢ HeCOBEpIIEeHHBIM OCTeo-
TeHe30M, PETy/LIPHO MOYYaoIX Tepanmio 61odoc-
dbonaramy, He XapakTepHa.

Bup n XxapakTep KOHTPAKTYp B JaHHOM C/Iy4ae sIB-
JNAeTCA TUINYHBIM I apTporpumnosa. OHY pUTHIHBI
Y CyIIeCTBYIOT Ha (pOHE I'MIOIUIa3My MBIIIL], IIpUYeM
TeX Ke TPYII, YTO Hambosee 4acToO IOPaXKEeHbI Py
apTporpumnose. KOHTpakTypbl HOCAT MUOIECMOApTPO-
TeHHbIJI XapaKTep M XOTA M MOJAITCA KOPPeKIuu,
HO ¢ OONBIIMM TPYAOM C IPUMEHEHUEeM T'UIICOBBIX
HOBA30K C AMCTPAKIMOHHBIM YCTPOICTBOM. Tak, Ham
yHaloCh YMEHBIINUTb CTMOaTenbHble KOHTPAKTYPBI
JIOKTEBBIX CycTaBOB 710 yria 150°. KocBeHHBIM 1OJ-
TBEP)KIEHIEM HaIlleTo IIPeAIIoIOKeHNSI O XapaKTepe
KOHTPAKTyp sB/sgeTcs uccnegoBanme Ruud A. Bank
¢ coaBropamu [7]. OHM OTMETWIN, YTO IIPY CUHAPOME
Bpyka HapyleHne CTpyKTypbl KO/IaT€Ha B XPAIEBO
TKaH!U He HAOJIOflaeTCs, TO eCTb IPUYMHON KOHTPAK-
TYp AB/AETCA He IePBUYHOE TTOBPEX/IeHNe CYCTaBHOTO
XpAIla, @ U3MEHeHNUs CO CTOPOHBI MBIIII] ¥ COEVHMU-
TeTbHOTKAHHBIX CTPYKTYP.

3akAoueHue

Omnncanne NpuUBEJEHHOTO KIMHUYECKOTO Clydas
CHeTIAHO C L[e/IbI0 IEMOHCTPALMM PERKON MaTONOTUN
cuHAgpoMa bpyka, KOTOpBIl B HacTosllee BpeMs sB-
JISIeTCSL MaJIOUCCIelOBAHHON Tpo6IeMoll M Hy>Kfja-
eTCs B JajibHelIeM usydeHun. JledeHue manueHToOB
TDO/DKHO HOCUTDb COYETAHHBIN XapaKTep C IpUMeHe-
HUeM MeJ[KaMeHTO3HOI Tepanumu 6mnodochoHnara-
MM, HallpaBJIeHHOJl Ha yMeHbIIeHUEe OCTeOoNUTIYe-
CKMX IIPOIIECCOB, I OPTONENMYECKMX MEpOIPUATUI
II0 KOPPEKLUM KOHTPAKTYpP CYCTABOB U JabHeNIeN
IBUTATEIbHOI peabumnTanmm.

B OpToneaAms, TPABMATOAOTMS M BOCCTAHOBUTEABHASA XMPYPIUI AETCKOTo Bo3pacTta. Tom 3. Beinyck 3. 2015
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The article describes the clinical case of an infant
with Bruck syndrome. The clinical and radiological
analyses showed the presence of systemic osteoporosis
with pathological fractures; contractures of the
elbow, knee, and ankle joints; delay of physical and
motor development; and signs of hypoplasia in
some of the muscle groups. There was also a right-
sided congenital muscular torticollis. X-ray analysis
revealed a moderate antecurvation deformity of
the lower legs and femurs, with cortical thinning.
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Laboratory data detected an abnormal beta-cross lap
increase.Treatment of osteoporosis by inhibitors of
osteoclastic resorption (pamidronate) had a positive
effect, and the elimination of flexion contractures at
the elbow using plaster bandages with the distraction
device also resulted in a positive effect.

Keywords: Bruck syndrome, joint contractures,
osteoporosis, children.
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