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JloctaTouyHO 4YacTo NeTH Jiedarcsi B HENMPOQMIbHBIX YUPEXKAEHHS M CIUIIKOM MO3JHO MONaJaloT Ha
KOHCYJIBTAIMIO K JIETCKUM MMMYHOJIOraM, KOTJa Y HHX YK€ C(OPMHpPOBAIHMCh HEOOpaTHMble U3MEHEHUS B
pa3nn4HBIX opraHax u cucremax. C 1eJbI0 YCOBEPIICHCTBOBATh 3HAHUS Bpayel MPaKTHYECKOro 3/IpaBooXpa-
HEHUS O MepBUYHBIX nMMyHoneduimTax (I[THJ]) ryMmopaibHOro 3BeHa UMMYHHTETA MPEIOCTABICHO OMUCAHKE
ciydaeB 3a00jeBaHMs Y JBYX JeTel (MaJlbuuKOB), y KOTOPHIX B Bo3pacte 10 yieT Oblua AMarHocTHpoOBaHa
THIIOTaMMario0ylnuHeMusl, XOTs KIMHUYECKHe MPOSIBIICHUs! 3a001eBaHusl HaYalich B paHHEM JIETCKOM BO3-
pacre. bbuto nokasaHo, uTo cBoeBpeMeHHas uarHoctuka [11/] mo3BoiuT NpoBecTH aJleKBaTHYIO TEPAIUio, B
YaCTHOCTH 3aMECTUTENBHYIO, M IPEIOTBPATUTh HHBAININ3AIINIO IETEH.
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Jyxe yacto AiTH JIKYIOTbCS B HEMPOQiUIbHI 3aKiafax i 3aHa[ATO IMi3HO MOTPAILISIIOTH Ha KOHCYJBTALII0
JI0 JUTSYOrO IMYHOJIOTa, KOJM B HUX BXe c()OPMYBAIMCS HE3BOPOTHI 3MiHH B Pi3HUX OpraHax Ta CHCTEMax.
Juist Toro, mo0 pO3IMMPHUTH Mi3HAHHS JIIKAPiB-IIPAKTHKIB OXOPOHH 3/I0POB’S PO MEPBHHHI iMyHOAEDIMTH
(TTIT) rymopasbHOI JIAHKK IMYHITETY HaJaHWH OIKMC BHIIAIKIB 3aXBOPIOBAHHS y MBOX AITCH (XJIOMYHKIB), Y
skux y Bimi 10 pokiB Oyna AiarHOCTOBaHa rilOramariio0yJiHeMis, Xo4a KIIHIYHI MPOSBH 3aXBOPIOBAHHS
MOYaJIMCs B pAHHBROMY JAUTSIUOMY Billi. Byio moka3zaHo, 1o cBoevacHa giaraoctuka [11/] no3BonuTe npoBecTu
aJIeKBaTHY Tepallilo, 30KpeMa 3aMicHY, 1 3amo0irTH iHBAIAN3AIIIO JiTeil.

KJIFO490BI C/IOBA: rinoraMario0ysiHeMis, JiTH, 110 YaCTO XBOPIIOTh, JIIKyBaHHS

THE EXPERIENCE OF HYPOGAMMAGLOBULINEMIA TREATMENT IN CHILDREN
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Children are often treated in non-core healthcare establishments and receive consultation of a pediatric
immunologist too late when they already suffer from irreversible changes in various organs and body systems.
For the main purpose to expand practical doctors’ knowledge about humoral immunity primary immunodefi-
ciencies (PID) description of two cases of hypogammaglobulinemia in children (boys) aged 10 years is
provided though clinical manifestation of the disease began in the early childhood. It was shown that proper
diagnostics of PID allows providing adequate substitutive therapy and preventing children disability.
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B VYkpaune cymiectByeT nerckas UMMYHO- M NPAKTHYECKOW MOMOIIM BpadaM JIPYTHX CIie-
Joruyeckas ciyk0a, 3a7aueil KOTOpoi ABNSeT-  LUAIBHOCTEH IO BOIpPOCaM WMMYyHoJoruu. B
csl BBIABJICHWE M JICUCHUE JAeTed ¢ MMMYHO-  IOCJIEAHME TOJABl TUArHOCTHKA HMMYHOIe]H-
neUIMTaMu, @ TAKKE OKa3aHUsI METOJMYECKOH  ITMTHBIX COCTOSHHM y ieTeil ymydinmiace [1-4],
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HO OYEHb YaCTO OHM JICYaTCsl B HEMPO(UIBHBIX
YUPESKACHUS W CIIUIIKOM TO3JIHO MOMAJAI0T Ha
KOHCYJIBTAIIMIO K JICTCKMM MMMYHOJIOTaM, KOT-
na yxe chopMupoBanuCch HEOOpPATHMBIE U3ME-
HEHUS B Pa3JIMYHBIX OpraHax U CHCTEMaXx.

B nocnennue ronel y Bpadeil MpakTUUECKOTO
3JIPaBOOXPAHEHUS CPOPMUPOBAIOCH OTUCTIUBOC
MPEICTaBICHUE, YTO MEPBUYHBIC UMMYHOIC(U-
Tkl (ITHMJ]) — Gonee wacToe cocTtosHUE, YeM
3TO MpeAronarajock paHHee. Yacrora HEKOTO-
pBIX U3 HUX cocTaBisieT A0 1/500 (ceneKkTUBHBIN
nepurmt IgA — 1. Winkelstein, 1991 r.), xots
JUTs OOJIBIIIMHCTBA STOT IMOKA3aTellb COCTABJISIET
1/50000 — 1/100000. Psim 3abosieBaHuil OmucaH
KaK YHHKQJIbHBIC WM OYEHb PEIKHUE, YacTOTy
KOTOPBIX HEBO3MOYKHO 0XapaKTepPHU30BaTh.

HauGonee vacro BcTpewaronuecs y IeTed
AMMYHOIEeHHUITUTH — 3TO Ie()EeKTHl TyMOpPaITb-
HOTO 3B€HA UMMYHHUTETA, KOTOPHIE COCTABIISIFOT
70 % Bcex ITU/I.

CoriacHO MeXIyHapoIHOU KiaccuduKaiuu
6onesnert X mepecmorpa (1992 r.) x mepBuu-
HbIM HUMMYHOJAE(DHUIIMTAaM T'yMOPajibHOI0 3BEHA
MMMYHHTETA OTHOCSITCS:

1. HacnencrBeHHass THIIOraMMariioOyJInHe-
must (11 80.0).
Hecemelinas
(1 80.1).
CeneKTUBHBIA JePUIUT HMMYHOIJIO0Y-
nmHa kimacca A (/] 80.2).

CenexktuBHBIH JepUIUT HMMYHOTIIO0Y-
nuHa knacca G (11 80.3).

CenekTuBHBIH JIePUINT HMMYHOTIIO0Y-
nmHa kimacca M (/] 80.4).
NvmyHOAE(DUIIUT C TTOBBIIEHHBIM YPOB-
HeM IgM — curnpom runieplgM (/] 80.5).
TpaH3uTOpHAS TUITOTAaMMATIIO0Y THHEMHUS
nerckoro Bospacra (/] 80.7).

OOmas BapmabenbHas WMMYyHHas He-
mocratoaHocTs (/1 83.0).

Henabio HacToOAIIETO COOOIICHUS SIBUIOCH
OlMCaHWE Ha TIpUMEpE ABYX €T, COCTOSB-
MUX Ha y4yere B PernoHamsHOM IEHTpE JIEeTC-
KOl MMMYHOJOTHH T. XapbKOBa KIMHUYECKUX
MPOsIBIIEHUH edeKTa TyMOpaJbHOrO 3B€Ha UM-
MyHHTeTa U 3()(HEKTUBHOCTH TEpariuu BHYTPHU-
BEHHBIM UMMYHOTJIO0YJTHHOM.

B nocnennue 10 ner Ha yyere B Pernonans-
HOM IIEHTpE JeTcCKoW mMMmyHonoruu OOmact-
HOM JETCKOM KJIMHHYECKOM OompHHUIBI Ne 1
r. XappkoBa cocTosio 46 nmereli ¢ BpOXKICH-
HBIMH JleeKTaMH aHTUTEN000pa3oBaHus: 4 ma-
uuenta c runorammarnoOymuaemuei (ITT); 9
MaIMeHToB ¢ o0miell BapuabenbHOH MMMYHHOR
HenocrarouHoctsio (OBUH); 27 mauuenTtoB ¢

2.
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CEIIEKTUBHOM HeAOoCTaTOYHOCThIO IgA; 19 — ¢
TPaH3UTOPHOM MIIaJICHUYECKONH T'HUIIOraMMario-
oynmunemueii (TMI'). JluarHocTrka OCHOBBIBA-
Jach Ha KIMHUYECKHX W J1a0OpaTOPHBIX KpH-
Tepusax. KnuHuyeckas nuarHocTMKa BKIIIOYasia
B ce0s1 cOOp aHaMHe3a, B TOM YHUCIIC CEMEHHOTO0,
a TaKKe aHaMHe3 OCHOBHBIX MH(EKIIMOHHBIX U
HEMH(EKIIMOHHBIX MPOSIBIICHUH, YacTO acco-
munpytommxcs ¢ [TM/. Kpurepuem nabopartop-
HOro noarBepxkaeHust nuarto3a [TT sBisnace
koHIeHTpaius 1gG MeHee 2 1/1 B CHIBOPOTKE
KpPOBU UMMYHOTJIOOYJIHHOB [5].

Huarao3 OBUH BwicTaBisiics Ha OCHOBa-
HHUM CTOMKOIO CHHM)KEHWS CYMMApHOM KOHIIEH-
tpammu 1g G, A, M, B ceIBOpOTKe HUXKE 3 /1, B
tom uncie |IgG — menee 2,5 1/, Ha hoHE HOP-
MaJbHOTO WM YMEPEHHO CHHXEHHOTO KOJIH-
yecTBa B-mumdonuTos, a Takke XapaKTepHOTrO
Ooiee TO3MHETO IO BO3pPAcTy B CPaBHEHHH C
I'TT ngebroTa TUMUYHBIX KIMHUYECKUX MPOSIBIIC-
Huil. Kpurepuem mmarnosa cenmekTuBHOro IgA
CITY>KHJIO TIOTHOE OTCYTCTBHE B CBIBOPOTKE KPO-
BU IgA wiu ero konuentpanus mesee 0,05 r/ny
Jeret crapmie 1 roja mpu HOPMAJIBHOM YPOBHE
JIPYTUX KJIACCOB MMMYHOTTOOYIMHOB. [lrarnos
TPaH3UTOpHAs MIIaJeHYEeCKasl THUIIOraMMariio-
OyJIMHEMHs yCTaHaBIUBAJCS PETPOCIEKTUBHO
TONBKO IIOCIIE HOPMAJIM3alUH  COAEP KaHUA
MMMYHOTTIOOYJTMHOB W HCKITIOYEHHS APYTHX
dopm IIMHA, mpexae Bcero I'TT mw OBUH.
OcHoBaHUEM [UTSI TIPOBEACHUS AMHAMUYECKOTO
HAOIOZEHUS 3a JETHbMH B 3TOH rpymme (cpen-
HUI BO3pacT 2 TOHa) TOCIYXXHIIO ITOBTOPHOE
BEISIBJIGHUE TP WUMMYHOJIOTHYECKOM 00CIeno-
BaHWW CHIDKEHHS Tpexne Bcero ypoBHsa IgG
HUKE 3 I/, YTO COOTBETCTBYET KpPUTEPHUSIM
Jmuarsoctuku 3tor hopmer [TU]L.

3a BceMU NEThbMH, HAXOMANIMMICS HA y4eTe
B HMMMYHOJOTHYECKOM IIEHTpE, MPOBOJIIIOCH
JTUHAMHIYECKOE HAOII0/IeHIE.

Knnnnueckoe teuenune neppuunoil I'TT xo-
POIIIO WILTIOCTPHUPYIOT CIEAYIONINE IBa CIydast
3a00IeBaHUS.

Manpuuku b. u JI. ponunuce B cCpok oT HOp-
MaJbHO MPOTEKaBIIIEH OEPEMEHHOCTH C BECOM
cootBercTBeHHO 3800,0 r 1 3500,0 r. Pogurenu
3JI0POBBHL.

VY pebenka b. orenr — nuKBUAATOp TOCIEN-
crBuii  YUepHoObUIbCKOH KaTacTpodsl. [lern
MIPUBHUTHI TIPOTHB TyOepKyse3a B POIMILHOM
nome. M3 cemeitnoro anamuesa pebenka b us-
BECTHO, 4TO y 0aOylmKH 10 MaTEpUHCKOH JH-
HUM YMEpIH JABOe Jerell (MajJbuuKu) OT OpoH-
xormHeBMOHMH (puc. 1). Crapmas cectpa 370-
poBa. Y peOenka JI. ceMmeliHBIN aHaMHE3 HE



orsiromeH. KimmHudeckue mposiBiieHus 3a0odie-
BaHMA Y OJTUX JETEM Hayaluch B paHHEM
nerckom Bospacre. [uarno3 I'TT nmersm Obun
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BbICTaBJIeH B Bo3pacte 10 ner. [lo sToro onHu
HaXOJIWJINCh Ha JICYCHWW B Pa3NUUHBIX MEJH-
IUHCKHUX YUPEKICHHSIX.

TEE gt

YMepIW B, paH-
Hem BoapacTe|

I

YMep B BO3pACTE
aolr.
OT MHEBMOHWUN

Puc. 1. PonocsioBnasi pedenka b., 10 ser

VY pebenka b. B 5,5 MecsiieB Obul IuarHo-
CTUPOBaH CaJbMOHEIIE3, OCTPhIN THOMHBIN Ia-
pampokTuT; B 10 MecsmeB — THOWHBIN OTHT,
puHOocHHYcUT. B 1-2 roma y pebeHka ormeda-
much 4dactele OP3 ¢ [IIMTEnbHBIM 3aTSKHBIM
TeueHreM, OPOHXHTHI, B 2 rojia IepeHec IBY-
CTOPOHHIOIO OYaroByl ITHEBMOHUIO, MTPABOCTO-
POHHUU IJIEBPHUT; B 2 romga 4 mecsiia — HHDEK-
LMOHHO-AJUIEPIMUECKUH apTpUT IPaBOro Ko-
JIGHHOTO CYyCTaBa, OCTPBIM THENOHEYPUT; B
2 rofa 6 MecsIeB — JIEBOCTOPOHHIOIO ITHEBMO-
HHIO; B 3—-4TO0da — MHOTOKPATHO OCTPHIH
OpOHXWT, TBYCTOPOHHUI €BCTAXUUT; B 5 JeT —
000CTpeHHE JICBOCTOPOHHETO XPOHHUYECKOI'O
THOMHOrO CpemHero oTura (aHAPOMAacTOM30TO-
Mus);, 5,5-61mer — JBYCTOPOHHSS OdYaroBas
nmHeBMoHHS; 6—10 ner — anuTenbHbINA cyodeo-
PWIMTET HESICHON dTHONOTHH (2 MecsIa), YeThI-
pEeXKpaTHas JEBOCTOPOHHSISI THEBMOHMSI, THOM-
HBI HEMTPEPBIBHO PEUUANBUPYIOIIUNA OTHUT.

B 10 ner npu obcnenoBarnn B OJIKb Ne 1y
pedeHka oTMedanach THITOIIIa3nsl HeOHBIX MHUH/IA-
JIVH | TTepr(eprUIecKix TUMQPaTHIECKUX Y3II0B.

VY pebenka JI. B 8 mecs1ieB Obla qHarHOCTH-
poBaHa IHEBMOHMS; C 8 MecslUeB 0 7 JeT —
MMHEBMOHMA 2—3 pasa B roj] C 3aTsDKHBIM Teue-
HUEM, OCJIOXKHEHHAs T'HOMHBIM IIJIEBPUTOM; B
7,5 ner — THOWHBIN JHAOOPOHXHT; ¢ 8 10
10 et — OpoHXO03KTaTHYECKast OOJIE3Hb, TTHEB-
MOHHS (TPUXK]IbI), THOWHBIA OTUT, 00OCTpEeHHUE
OpOHXO0PKTATUIECKOH OONE3HH.

B momenT obcnenoBanus B Bozpacre 10 mer
B OIKB Ne 1 nHabaronanock rumepruia3us HeO-
HBIX MUHJAIWH, nepudepuyeckue aumdaru-
YecKue y3ibl 0e3 0COOEHHOCTEH.

[Ipu obcnenoBannu nerert b. u JI. B Bo3pac-
Te 10 et ObUIO BBISBJICHO CHUIKEHHUE COJIEpIKa-
HUS B CBIBOPOTKE KPOBHU BCEX KJIaCCOB MMMYHO-
rnoOynuHoB. Y peOenka b. konuentpauus IgA
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cocrasisuia 0,19 r/m, IgM — 0 1/, 1IgG —
2,04 r/;m; y pedenka JI: IgA — 0,22 r/n, IgM —
0,36 r/m, 1gG — 3,22 r/n.

KonndecTBeHHOE OmpeiesieHne YpOBHS ChI-
BOPOTOYHBIX HMMYHOTJIOOYJIIMHOB ITO3BOJISIET
JIMarHOCTHPOBATh Je()eKThl TYMOPAIBHOTO 3Be-
Ha HMMMYHHUTETAa W HCKIIOYHUTH 336OHeBaHI/I$I,
KOTOPBIE ITPOTEKAIOT C MOJO00HOW KITMHUYECKOM
KapTUHOM.

V pebenka b. ormedanochk Takke rryOoOKoe
CHIDKEHHUE cofepxaHus B-muMdornuToB B Kpo-
Bu (CD19" — 3 %). V pebenka JI. KOHIEHTpa-
st B-mUMQOIMTOB B KPOBU HE3HAYUTEIILHO
OTIIMYasIach OT HOPMBI U cocTaBisiia 9 % (HOp-
ma 15,8 £0,96 %). Cienyer Takke 3aMETHTH,
uyT0 y pedenka b. manndecramus JIOP-maromo-
TUU 1 3a00JIeBaHII OPOHXO0-JIETOYHOW CUCTEMBI
ObLTa OOJIBIIIE BRIPAKEHHOH, yeM y pebenka JI.
VYV oboux mereii smabopaTopHbIe TOKa3zaTenu T-
3BeHa W (paromuTapHOro 3BEHAa HMMYHHTETA
OBLIH B IIpeeniax HOPMEI.

Pebenky b. Ha OcHOBaHWM NaHHBIX aHAM-
He3a: Hal4he PENHIUBUPYIONINX, BSUTOTEKY-
MUX, TPYIHO TOATAIOMIUXCS TPATUIIOHHOMY
JIe4eHNI0 WH(EKIIMOHHO-BOCTIAUTENbHBIX 3a-
ooneBanmii JIOP-opraHoB W ApIXaTeNbHON CHUC-
TEMbI, HAJIMYUE CIy4aeB CMEpPTH POACTBEHHU-
KOB B paHHEM JETCTBE OT OaKTepHaIbHBIX HH-
(hex1uii, HACTOSIIEro KIMHUYECKOTO CTaTyca |
HU3KOT'O COJIEpKaHus B Tepu(epuIecKorl Kpo-
BU BCEX KJIACCOB UMMYHOTJIOOYJTHHOB, OB BEI-
ctaBieH muarHo3: [lepBuduHbli umMmyHOnmedu-
UT. X-CIETJICHHAS] THIIOraMMAariio0yTHHEeMUs
(6onesnr bpyrona J| 80.0). Xponuueckuii
OponxuT. BpoHX03KTaTHYECKasK OOJIC3Hb.

Pebenky JI., yauThiBast HEOTSATOLIECHHBIH ce-
MEHHBIN aHaMHEe3, OTCYTCTBUE CIy4aeB CMEPTH
POJICTBEHHHKOB B PaHHEM JETCTBE OT OakTe-
PUATBHBIX UHQEKITUH, ObLI MMOCTABIICH TUATHO3
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[epBuunsiii ummyHoaedunut. Hecemelinas ru-
MoraMMaryioOylIMHeMust. XpOHWYEeCKud OpoH-
xuT. BpoHxoskraTtuueckas 0One3Hb.

VYuuteiBass KJIMHUYECKUN CTATyC JETEed H
BBICTaBJICHHBIN JMarHO3, UM ObUla Ha3HAYeHa
3aMecTUTeNnbHas Tepanus npenapatrom BbUO-
BEH MOHO (uMMyHOrJIOOynMH —YenoBeKa
HOPMAJIBHBIN KUJKUN JUIsI BHYTPUBEHHOI'O BBE-
nenusi, BUODAPMA) u3 pacuera 320—400 mr
Ha | KT Macchl Tela OJIMH pa3 B TedeHue 21 mHs.
[ocne nByx Tpancoysuit BUOBEH MOHO y
nepBoro (b.) pebenka ypoBens 1gG moBbicHICS
no 4,91/n, y Broporo (JI.) pebGenka — a0
5,6 r/n. B nmanpHeiimemM ObUIO PEeKOMEH IOBaHO
3TUM JETSAM MPOBOJUTH MOJAEP >KUBAIOIIYIO Te-
panuto BMOBEH MOHO B pose 0,4 r/kr
Macchl Tena 1 pa3 B Mecsil.

N3yuyenune nokaszareneid B-cucrembl ummy-
HUTEeTa 4epe3 3 Mecsla OT Hadala WMMYHOTE-
panuu mokasano, 4ro y pebenka b. xonmuectBo
B-num¢ponutos (CD19"-kin) B nepudpepuue-
cKoit KkpoBH Bo3pociao a0 7 %, IgG — no
6,1 r/n, IgA — no 0,33 r/n, IgM — 110 0,25 /1.

VY pebenka JI. B 3TOT CpOK KOIMYeCTBO B-
mumdormros  (CD19°—xn) cocraasamo 11 %,

JIHTEPATYPA
1.

19G — 7,1 r/m, IgA — 0,45 1/n, IgM — 0,64 1/

HMMMmyHONorn4yecKkue ucciea0Banus mpoBee-
HHbIe y pebeHka b. u JI. gepe3 6 mecsiues, 1, 2,
3 roma mokaszajo cTaOWIIBHBIM ypOBeHb B-mim-
¢domutoB (10-13 %) M UMMYHOTIIOOYIMHOB B
kpou (IgG — 8,4-9,1r/m). 3aboneBaeMocTh
JeTel B TeUEHHE roia CHU3UIIACh 10 3—5 3mu30-
noB. OP3, ocTpblif OpOHXHUT, 000CTPEHHE XPOHH-
YEeCKOro OTHTA y STHX JeTel MpoTeKalio B Oomee
nerkod Qopme, yeM 10 HMMyHoTepamuu. B
cydae pa3BuTUs  3a0oiieBaHUS  TpeOoBasiCcs
MEHee JUTUTENBHBIA Kype aHTHOHMOTUKOTEpaIii
npenapatamu 1edayuioclopuHoBoro psaaa. Hu y
OJTHOTO peOeHKa B TeYCHHUE 3 JICT HAOIOJCHUS
HE PETUCTPHPOBAIIOCH PA3BUTHE ITHEBMOHHU.

OnbIT Je4eHus: JeTeld ¢ BPOXKICHHBIMHU Jie-
(exkTaMM TYMOpAIBHOTO 3BEHa WMMYHHTETa
CBUJICTEIBCTBYET O TOM, YTO PaHHSS JUArHoC-
THKa UMMYHOJIEQHUIIUTHOTO COCTOSIHUSI M IPO-
BeJICHHAs aJIeKBaTHAas Tepamus IO3BOJSIOT
00ecneuynTs MHOTUM M3 HUX HOPMAaJIbHBIA 00-
pa3 >KU3HU, MONy4aTh 00pa3oBaHUE, CIICIHAITb-
HOCTb, 3aHHMATBCSI CIIOPTOM W HE JIONYCTUTh
MHBAJIMAN3AIMHY, & TAKXKE UMETh TOJIHOLCHHYIO
CEMBIO.
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