MoAKOXHO-XMpPOBasi KneTUaTka pasBuTa chnabo, pacrnpepeneHa
paBHOMEPHO. KaTapanbHbIX ABAEHWUW HET. 3eB CMOKOEH, MUH-
AAAUHBI HE yBeAMYeHbl, 6e3 HanoXeHWn. CepaeUuHO-AeroyHas
AeATenbHOCTb 6€3 0cobeHHOoCTeN. XXMBOT NpaBUAbHON GOPMbI
M pasmepa, Npuv nNaabnauum MArkuii, oTMeyanacb GOAE3HEH-
HOCTb B 3nuracTpaAbHOW WM NpPaBoW MOAB3AOLWHOM 06AACTAX.
CTyA yvalleH, A0 3 pa3 B CYTKW, XWAKUIA, 6e3 npumecein
CAM3W U KpoBWU. NabopaTopHO: aHEMMUM HET, HEeHTpodUAE3
(8,7 x 109/a), CO3 — 47,0 MM/4. OTMeYaeTcs CHMXEHNE anb-
6ymuHa (32,1 r/A), 0bwmnin 6enok — 73,4, CPB — 121,8 mr/a,
NPoKaAbUMTOHWH — 0,13 Hr/MA. [MneprammarrobyaHemust 3a
cyert IgG (21,030 r/a). OTMeyaeTca nosbleHe GUOBPUHOreHa
(5,92 /). DekanbHbIM KanbnpoTekTH — > 1000 MKr/T.

MoAyYeHHble pe3yAbTaTbl CBUAETEABCTBYIOT 06 yMepeHHOM
aTake 60Ae3HKM KpoHa C CUCTEMHbBIMU NPOSIBAEHUSAMMU.

[0 TAXECTM COCTOAHUA C AE3UHTOKCUKALMOHHOW U AEKOHTa-
MWHALMOHHOW LEAbIO Ha3HauyeHbl Kypc MHOY3MOHHOM Tepanuu
uedTtprakcoHom B po3e 50 mr/kr Ne 7, MHPY3MOHHasA Tepanua
FAOKO30-COAEBbIMK pacTtBopamu. C yueTom BbICOKOM MMMYHO-
AOTMUYECKOW aKTUBHOCTH BOAe3HM KpoHa Ha3HauYeH Kypc ropmMo-
HaAbHOW Tepanun B A03e 1,5 Mr/Kr BHyTpMBeHHO Ne 7 ¢ nepe-
XOAOM Ha MepopanbHbii npuem 1 Mr/Kr co CHUXEeHWeM Mo
cxeme oTMeHbl B TedeHre 10 Hea. Takke Ha3HayeH nepopanb-
HbIW KMLLIEYHbIV aHTUCENTUK — METPOHMAA30A B A03e 10 Mr/Kr.

Ha ¢poHe HaszHauyeHHOoI Tepanmmn oTMeyvaeTcs yaydlleHre obue-
ro camouyBCTBMS pebeHka (KynupoBaH AMXOPAAOYHbIA CHH-
APOM, YAYYLLUMAOCH Obluee camouyBCTBUE), ODOPMMACH CTYA,
YAYULLIMAUCH AabopaTopHble nokasatean (CPB — 54,13 mr/a,
CO3 — 39,0 MMm/u), aBCOAOTHOE YMCAO HEMTPODUAOB.

PebeHKy C LeAbto AOCTUXEHWA pemuccun 6one3Hn KpoHa
NMAGHUPYETC HauYan0 MHAYKUMOHHOTO Kypca reHHO-WUHXEeHep-
HOW Tepanuu npenapatomM XMMEPHbIX MOHOKAOHAAbHbIX aHTU-
Ten K TNF-a MHOAKeHMabom B A03e 5 MI/KF N0 CXeMe UHAYK-
unmn 0/2/6-8.

3aknoueHue. bonesHb KpoHa — 310 TAXEAoe, WHBa-
AMAM3HpPYIOLLEE 3aboAeBaHWe C HemnpeACKalyeMblM Xapak-
TepoM TeyeHus. HecneumdUUHOCTb KAMHUYECKOW KapTUHbI
(BblcOKasi cAaboCTb M YTOMASIEMOCTb, TOLLUHOTA) 3a4acTylo He
NMO3BOASIHOT ObICTPO YCTAHOBUTL NPUYMHY NATOAOTUKU U TPebytoT
KOMMAEKCHOIO NOAX0AA. B A@HHOM KAMHWMYECKOM npumepe
npeAcTaBAeHa UCTopus pebeHka C arpecCUBHbIM TEUEHMEM
60ne3HM KpoHa, Hauyano KOTOpOW, BepoATHeil Bcero, oby-
CAOBAEHO XPOHUYECKUM TeYEHUEM WMEPCUHUO3HOW KULLIEYHOM
MHOEKLMU.

LleAnbto  KOMMNAEKCHOW Tepanuu AeTern C XPOHUYECKUMU
3aboneBaHuAMU KKT Bceraa ABASIETCA AOCTMXEHWE AAMTEAb-
HOM pemuccuur, NOo3BOASIIOLLEN M36exaTb Pa3BWUTUSI FPO3HbIX
XUPYPrUYECKHUX OCAOXKHEHWN.

KAMHUYECKUIA CAYUYAN NALMEHTA C PACNPOCTPAHEHHbIM
903UHOPUABbHbBIM MOPAXXEHUEM XXEAYAOUYHO-KULLEYHOIO
TPAKTA, BOAE3HbIO KPOHA, NCOPUA30OM
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AKTyaAbHOCTb. B opraH13me yenoBeka eCTb ABa OCHOBHbIX
NPUPOAHBIX UMMYHHbIX 6apbepa — KULLEYHWK M KoXa. Kak npu
ncopuase, Tak U Npu BOCMAAUTEAbHbIX 3a60AEBaHUAX KMLLIEY-
HUka (B3K), K KOTOpbIM, B 4acCTHOCTW, OTHOCUTCS GOAE3Hb
KpoHa, NpOUCXOAWT HapyLleHne GapbepHOW GYHKUMU AQHHbIX
CTPYKTYP W NMOBbILIAETCA NPOHULAEMOCTb AAA PA3AMYHbBIX aHTU-
reHOB, CMOCOBCTBYIOLLMX KOHTAKTY C aHTUIEHMNPE3EeHTUPYHOLL-
MU KAETKaMM 1 3arnycKy MMMYHHbIX peakunii. UMMyHHbIV OTBET
npu ncopvase n 60A€3HM KpoHa BO MHOIOM CXOX WM OCHOBaH
NpexAe BCEro Ha aKTMBaUMKU AEHAPUTHBIX KAETOK WM CUHTE3e
UMW MEAMaToOpoB BOCMaAeHUa: WHTepAaenkuHa (IL) 12/23,
dakTopa Hekpo3sa onyxonn anbda (TNF-x). B HacTosiLee Bpems
pa3pabotaHa 6MoOAOrMUecKan Tepanua AaHHbIX 3aboreBaHWi
C NPUMEHEHWEM MOHOKAOHAAbHbIX aHTUTEA, BAOKMPYIOLLMX
aKTMBHOCTb 1L-:12/23 n TNF-a.

KAMHuueckui cayua. Manbumk A., 17 aet. C 2010 r.
HabAtOA@ETCS Y aAAeproAora B CBA3W C NMOAMBAAEHTHOM NuLLe-
BOW aAneprven, MOAAMHO30M, a TakXe Y AepMaToAora ¢ AMarHo-
30M «MCcopHa3 06bIKHOBEHHbIW, PacnpoCTpaHeHHas dopmanr.

B 2018 r. noaABWAMCb Xanobbl Ha 3aTPyAHEHHOEe TIAoTa-
HWe, HEOOXOAMMOCTb 3anMBaTb MULLY OOAbLUMM KOAMYECTBOM
BOAbI, 60Ab 3a rpyAMHOW. Bbina BbiNoAHeHa ¢wbpoasodaro-
ractpoayopeHockonust (PAFAC) ¢ AecTHWUHOM buoncueit. Ha
OCHOBaHMKU 3HAOCKOMWUYECKOW U MOPPOAOrMUECKON KapTWHbI
6bIA BbICTABAEH KAMHUYECKUI AMArHO3 — 303MHODUABHbIN 330-
¢darnt. HasHauyeHa cneumdnyeckas NpPOTMBOBOCMAAMTEAbHAS
Tepanus, Npu KOTOpor OTMeYeHa NOAOXMUTEAbHAA AMHAMKKa.

B anpene 2021 r. npu NpoBeAeHWW MAAHOBOro obcae-
AOBaHUS OblA BbIIBAEH CTEHO3 HWXHEW TPeTU nueBopa 1-
2-i1 cTeneHn (A0 8-9 MM), 3HAOCKOMNMYECKast KapTMHa COOTBET-

CTBOBana 303UHOPUAbHOMY 330dparuty E2R2E2F2S1 crapmu
coranacHo kputepusm Ikuo Hirano. PekomeHAOBaHO BbIMOAHE-
HUe 6aAAOHHOM AMAaTaumK nuLieBoAaa. Mpu nosTopHoi ®ITAC
yepe3 3 Hep Ha ¢GoHe NPOBOAMMON Tepanuu HabArAaAaChb
BblpaXXeHHasA MOAOXUTEAbHAA AMHaMUKa C perpeccom Bocna-
AUTEABbHBIX U3MEHEHWI CO CTOPOHbI MULLIEBOAA: OTEK CHU3UACS,
NPOCBET NPaKTUYECKM MOAHOCTBIO BOCCTAHOBUACS. Moka3aHuit
AAA POBEAEHUS AMAATaLMK MuLieBoAa He Obino. Mpu ocmo-
Tpe ABEHaALATMNEPCTHOM W TOWEN KULIKWA OblAM BbISBAEHbI
MHOXECTBEHHbIE 3P03WBHbIE AEPEKTbI CAU3UCTON OOOAOYUKM.
KAMHUYECKMIN AMarHo3 BbIA AOMOAHEH — 3PO3MBHbIN AYOAEHMUT,
3PO03MBHbIN €rOHUT. HasHaueHa cneumduyeckasn ractponpoTek-
TMBHaA Tepanus.

B wutone 2021 r. oTMevanoCcb ovepepHoe 060cTpeHue
ncopuasa: KoXHble BbICbINaHWA cTaAn 6oAee pacnpoCTpaHeH-
HbIMW, YCUAMAUCH 3yA W LUEAYLIEHWE, BKAKOYas MopaxeHue
HOITEBbIX MAACTMH BEPXHWX KOHEYHOCTEeM. Takke MOSIBUAUCH
Xanobbl Ha HaAMuMe anOi KPOBM B CTYAE MPU KaXAOM aKTe
pedekaumun. bbiav npoBepeHbl OITAC M aMarHoctuyeckas
KOAOHOCKOMMA. OTMevyanacb OTpUUATeAbHas AMHaAMKKa Mo
BEPXHUM OTAEAAM XEAYAOUHO-KULLIEYHOro Tpakta (KKT), a Tak-
e 6bIAW BbIABAEHbI 3P03MU TEPMUHAABHOTO OTAEAA MOAB3AOLL-
HOM KWLLIKW, aHaAbHas TpewmHa 3-4 MM U HapyXHbI reMop-
poi. Mopdonornyeckas kapTuHa 61onTaToB M3 NOAB3AOLLHON
KWULIKW COOTBETCTBOBAAa YMEPEHHO aKTUBHOMY WAEUTY, U3
TOACTOFO KULUEYHWKA — XPOHUYECKOMY AUGOY3HOMY Hemnpe-
PbIBHOMY NaHKOAWTY HU3KOM CTENEHU aKTUBHOCTU. OTMeYanachb
303UHOPUABHAA MHOWMABTPALMA COBCTBEHHOM MAACTUHKU CAM-
3UCTON 0B6OAOUKM TOHKOTO M TOACTOTO KMLeYHUKa. Mo AaHHbIM
AabopaTopHbIX METOAOB MccAepoBaHuA: ISE — 1700 Ea/mA
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(N < 200 Ea/Mn), MDA Ha aytoaHTUTena: ASCA IgG — 60 Ep/
MA (N < 10 Ea/mn), ASCA IgA — 14 Ep/ma (N < 10 Ep/mn),
deKanbHbI KanbnpoTektuH — 84 wmkr/r (N 0-80 wmkr/r). Ha
Y3-kapTMHe opraHoB OPOWHON MOAOCTM HaBAKOAAAWMCH MPU-
3HaKW BOCMAAMTEAbHOW @KTUBHOCTWM B NPaBOW MOAB3AOLLUHOM
obnact, Me3apeHWT. BbicTaBAeH auarHos: «bonesHb KpoHa
MWHUMaAbHOW aKTMBHOCTW». HasHaueHa Tepanua npenapa-
TaMmu 5-aMMHOCaAAMUMAOBOM KUCAOTbI 2500 Mr/cyT, Tonuue-
CKMMU TAHOKOKOPTUKOCTEPOUAAMMW, WHTMOUTOPAMKU MNPOTOH-
HOW MNOMMbl, 3AMMMWHAUMOHHasA AMeTa. CKOppeKTMpoBaHa
Tepanusa ncopuasa.

B HacTtosilee BpeMsi HabAOAAETCA akKTMBaLMS BOCMAAM-
TEAbHOrO Mpolecca B KuLeYHuke. Mo paHHbIM Aabopatop-
HbIX METOAOB WMCCAEAOBAHUS: (EeKaAbHbIM KaAbMPOTEKTUH —
229,85 MKr/r (N < 50 MKr/r), C-peakTuBHbI 6enok — 8,78 Mr/A
(N < 5 Mr/n). KonoHOCKONUA — BblPaXXeHHbIM 3PO3UBHbIN UAE-
UT, 3PO3WBHBbIN BayrMHUT, PacnpPOCTPAHEHHbIN KOAWUT, aHaAbHas
TpewmHa A0 3-4 MM, HapyXHbIi remoppoit. Y pebeHka coxpa-
HAOTCSE Xanobbl Ha MNEPUOAMUYECKOe HapyLUEHWE TAOTaHUs,
60AM B anuractpanbHOM obAacTV XMBOTa, a Takxe B NpaBoK
NOAB3AOLIHOM 06AacTh. OBGbEKTMBHO NPKU OCMOTPE: CEPAEYHO-
AeroyHasi AeAtenbHOCTb 6e3 ocobeHHocTel. A3blk 06A0XEH
6enbiM HaneToM. XXMBOT MATKMKM, NaAbMATOPHO YMEPEHHO
6one3HeHHbIN B obaacTh LLloddapa u npaBor NMOAB3AOLLIHON
obnactn. Ctyn 6e3 ocobeHHocTel, 6e3 npumecen. [leueHb
1 CeNe3eHKa He YBeAnYeHbl. KOXHbIM NaTOAOrMUYECKUiA NpoLecc
HOCWT pacnpoCTpaHEHHbIM CUMMETPUYUHBIN XapakTep, AOKaAu-
3yeTCA Ha KOXe BOAOCUCTOWM YacTW FOAOBbI, AWML, TYAOBMLLA
W pasrnbaTtenbHOM MOBEPXHOCTU KOHeyHocTel. lMpeaAcTaBAeH
MHOXECTBEHHbIMW MNanyaAaMmyv pPO30BOr0 LBETa Pa3AMYHOro
pa3mMepa, MectaMu CAMBaKOLWMMIUCA B BAALIKKU € cepebpucto-

6enbIMKU YellyiKaMu Ha NOBEPXHOCTU. Ha KoXe CrnWHbl OTMe-
4arTCA MHOXECTBEHHbIE BOCMAAMTEAbHbIE 3AEMEHTLI, PybLUbl
3aCTOMHOrO GUOAETOBOrO LBETA B MeECTax MPEeXHWX BblCbiNa-
HWUI. CyObEKTUBHO — 3yA YMEPEHHOW CTEMEHW BblpaXeHHOCTH.

BbiBOA: TakMM 06pa3oM, C yYeToM coyeTaHusa y pebeHka
TPEX PEAKMX HO30AOTMUECKUX GOPM (NCopuas, 303MHOGUABHOE
nopaxeHue opraHoB XKT 1 60Ae3Hb KpoHa) CO CXOXMM Mexa-
HU3MOM Pa3BUTUS C LIEABKO AOCTMXEHMSA PEMUCCUU OCHOBHbIX
3aboAeBaHUI M NPEAOTBPALLEHUS PA3BUTUS CEPbE3HbIX OCAOX-
HEHUI, TPEOBYIOWMX XMPYPrMUECKON NMOMOLLM (KWLLIeYHas nep-
dopauma, NEPUTOHUT U AP.), PeOEHKY NMOKa3aHO HasHayeHue
reHHO-MHXEHEPHOro npenaparta YCTEKUHYMab MHAYKLUMOHHbIM
Kypcom. Tepanusi 6bina HavaTa B AEPMAaTOAOrMUYECKOM OTAE-
AeHnn HUW neapmatpumn n oxpaHbl 3p0poBba aetert HKL, Ne2
®IBHY «PHUX unm. akaa. B.B. MeTpoBckoro» v GyaeT NpoAoA-
X€Ha BO B3POCAOM CTaLUMOHape NocAe AOCTUXEHUS pebeHKOM
18-AeTHEro Bo3pacrTa.

B Hactofillee BpemMsi Mbl HE MOXEM MOAHOCTBIO MCKAIO-
YUTb paHHUI AeboT ncopuasa (BHe Tepanuu) v NOAMBAAEHT-
HOW aAnAepruu, B TOM uncae nuweson (IgE-onocpepoBaHHON),
C pa3BUTMEM 303UHOPUABHOW WHOUABTPAUMKU TkaHen XKT
KakK NpPUUMHY BO3HWMKHOBEHWUS KPOHOMOAOBHON CHMMTOMATUKK
¢ GOpMHUPOBaAHMEM A3BEHHOIO MOPAXEHWUS TEPMUHAAbHbIX
OTAEAOB MOAB3AOLIHOW KULIKK (TMUNWYHAsA AOKaAM3aLMKU MpU
6one3HN KpoHa).

3aknatoueHue. ApeKBaTHasA Tepanus ncopuasa M cBoeBpe-
MEHHOE KynupoBaHWe Pa3BUTUA 303MHOPUABHOIO MOPaXEHUSA
OpPraHoB U TKAHeN MOryT cnocobCTBOBaTb CHUXEHUIO PUCKa pas-
BWUTUS COMYTCTBYIOLLMX ayTOMMMYHHbIX MatoAoruii. Tpebyetca
AAAbHENLIEE U3YYEHUE KAMHUYECKMX CAydaeB M HabAtoAeHWe
3a AETbMM CO CXOXEeN CUMNTOMATUKOMN.

KAMHUYECKUIA CAYUYA OCTPOr0 BANOIO NAPAAUYA
Y PEBEHKA BCAEACTBUE PACINMPOCTPAHEHHOIO MUEAUTA

Pyctamosa I1.C.
HayuHbIi pyKOBOAUTEAb: K.M.H., AoueHT AapuHa A.E.
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IBY3 Mopo30BCcKas AeTCKan ropoACKasa KAMHUYeckas 60AbHULA A3M

AKTYaAbHOCTb. CHHAPOM OCTPOro BAAOIO NapaAnya — 0CTpo
BO3HMKaloLLEe COCTOAIHWE, XapaKTepuaytolleecss pasBUTUEM
ABUraTeAbHbIX HapyLLIEHWA, @ MMEHHO CHWXeHMeM obbema,
CUAbl @KTMBHbIX ABWXEHWIA, CHWXEHWEeM MbILIEeYHOro TOHyca
W U3MEHEHUEM PePAEKCOB B OAHOW WMAM HECKOAbKMX KOHEY-
HOCTSIX. 3HAUMTEAbHOE KOAMUYECTBO KaK WMHOEKLMOHHbIX, Tak
N HEUHGEKUMOHHBIX 3a60AEBaHUI HEPBHOW CUCTEMbI COMPO-
BOXAQETCS A@HHbIM CMHAPOMOM: CUMHAPOM [WiteHa - Bappe,
NMOAMOMMWEAMUT, OCTPbI MOMNEPEYUHbIH MUEAWT, UHOEKLUMOHHbIE
NoAMHeNponaTMn, TpaBMaTMYeckue MOBPEXAEHWUS CMUHHOIO
Mo3ra MAM nepudepuyecknx HepBOB, HapyLleHWUs HEepPBHO-
MbILLEYHOM nepepaqn, 3noKadecTBeHHble HOBOOBpa3oBaHUs.
Cohepa AMarHoCTMUYECKOro NMoMcka AOBOABHO OBLUMPHA, C YeM
UacTo CBsi3aHbl TPYAHOCTM TMOCTAHOBKM AMarHosa. AaHHbii
KAMHUYECKHI CAyYait AEMOHCTPHUPYET pa3BrUTHE OCTPOIO BAAOTO
napaanya y pebeHka ¢ ocTpbiM MonepeyHbiM MUEAUTOM, AWa-
rHOCTMKa KOTOporo notpe6oBana ONPEAEAeHHOr0 KOAMYeCTBa
BPEMEHW U AOMOAHUTEABHBIX UCCAEAOBAHWINA.

KAMHUMYeCKUi cAyuai. Y AeBoukM B Bospacte 10 aeT
K Beuepy nepBoro AHsE OPBU nosiBUAWCH CUAbHbIE HOAW B MOSiC-
HMUE, Ha CAEAYIOLLMI AeHb MPUCOEAMHMAACL CAABOCTb B AEBOM
HWXHEN KOHEYHOCTW, a 3aTeM W B MpPaBOM, YyBCTBUTEAbHblE
HapylieHus. PebeHoK OblA rOCMUTaAu3MpPOBaH B OTAEAEHMWE
peaHuMauun U UHTEHCUBHOM Tepanun OBAACTHOM AETCKOM KAM-
HUYeckon 6OAbHULbI . MBaHOBa, rae AeBouka bbina 06CcAepo-

BaHa W BbINUCaHa C OTCYTCTBMEM ABWXXEHWUSI B HUXKHUX KOHEY-
HOCTAX M HapyLleHWeM Ta30BbIX GyHKUMIA No Npocbbe Matepu.

MPT rpyAHOrO M MOAACHUYHOIO OTAEA@ NMO3BOHOUYHMKA C KOH-
TpactupoBaHnem 09.11.2021: natonOrMyeckuMe K3MeHeHus
CMMHHOIO MO3ra Ha TFPyAHOM M MOSAACHUYHOM YPOBHSX, 4TO
XapaKTePHO ANl MPOTSAXKEHHOIO MUeAUTa.

24.11.2021 ob6paTuAaucb B NpUEMHOE OTAEAeHUe
Mopo3soBckoi AFKB, nauneHTka bbirna 0OCMOTPEeHa HEBPOAOTOM
W rocnutaamsupoBaHa B 1-10 MHOEKLUMOHHYIO KAMHWYECKYHO
60AbHULY C AMArHo3om: «OCTpbI MUEAUT, OCTPbIN BAAbII Napa-
AMY. HapylieHne Ta30BbIX GYHKLUA».

C He3HauuTeAbHbIM MOAOXMUTEABHBIM 3PPEKTOM B BUAE
HapacTaHUsi CUAbI B A€BOW HOre, yAyULLEHUSI CO CTOPOHbI Ta3o-
BbIX GYHKUMI, YMEHbBLUEHWUSA 30HbI YyBCTBUTEAbHbIX HAaPYLUEHWH
NPOBOAMAACH Tepanua MEeTUANPEAHN3OAOHOM. TakxXe noayyaa
uedonepasoH + cyabbaktam ¢ 24.11 no 03.12.2021, popotaBe-
PWH, A€BOKAPHUTUH, 3TaM3MAAT, CMEKTUT, HUKOTUHOBYIO KUCAO-
Ty, TMGMWH, MUPUAOKCHUH, OMENPa30A, GAYKOHA3OA.

16.12.2021 nepeBepeHa B Mopo3soBckyto AFKB 6puraaon
CKOPON MEAWMLIMHCKOM NMOMOLLM. [MpK NOCTYNAEHWUU OTMEYatoTCS
CHUXEHWEe 0BbeMa aKTUBHbIX ABWXEHWI B HOrax, MbllEYHOW
CWAbI, CHUXEHWE aXMANOBBIX PeDAEKCOB, NaTonornyeckme ped-
Aekcbl BabuHckoro, OnneHreiMma ¢ ABYX CTOPOH, CHUXEHWe
6poLWHbIX PedAEKCOB C 06eMX CTOPOH, CHUXEHUE YYBCTBUTEAD-
HOCTW cnpaBa OT BepxHel TpeTu 6eppa, cAeBa OT BEpPXHEN



