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Cunopom Iletimya—Ezepca — smo cenemuueckoe 3abonesanue, Haciedyemoe no aymocoMHO-OOMUHAHMOMY MUNy U Xapak-
mepusyroweecs mymayuei cena STK11. Ilo oannvim omeyecmeenHoll aumepamypul, pUuck Hac1e008aHus OAHHOU Namoniocuu
om pooumens pebenxy cocmaensiem 50%. Ilo dannvim BO3, ¢ 2018 2. ¢ Poccuiickoti ®@edepayuu viseneno bonee 74 000 Ho-
8bIX cyuaes onyxonell Kuweunuxa u 5—10% npuxooumcs Ha ciyuau paxka ¢ HAc1e0CmEeHHbIMU cunopomamu, npu smom 1%
cyuaes cocmasnsiem cunopom Ietimya—Eeepca. Yacmoma ecmpeuwaemocmu npumepro 1/29 000-1/120 000. IIpedocmasnen
onwvlm OUACHOCMUKY U evenuss nayuenma ¢ cunopomom Ietimya—Ezepca. Ce200Hs Mbl umMeem 603MONCHOCTb CBOEBPEMEHHO
OUASHOCIMUPOBAMb NAMOIOSUYECKUE USMEHEHUS CIUSUCTOU 000I0UKYU MOHKOU KUWKU, 6bINOTHAMb MATOUHBA3UGHOE TIeYeHuUe,
coKpawas cpoxu peabunumayuy u3-3a YMeHbueHus onepayuoHHol mpasmol.
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Peutz—Jeghers syndrome is a genetic disorder inherited in an autosomal dominant pattern and characterized by a mutation
in the STK11 gene. According to domestic literature, the risk of inheriting this pathology from a parent to a child is 50%.
According to WHO data, in 2018, more than 74,000 new cases of colorectal tumors were detected in the Russian Federation,
with 5-10% of cases being hereditary syndromes, of which 1% is Peutz—Jeghers syndrome. The frequency of occurrence is
approximately 1/29,000-1/120,000. The aim of the work is to share the experience of diagnosing and treating a patient with
Peutz—Jeghers syndrome. Today, we have the ability to timely diagnose pathological changes in the mucous membrane of the
small intestine, perform minimally invasive treatment, reducing rehabilitation time due to a decrease in surgical trauma.
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Cungpom Ileiitia—Erepca — reneTndeckoe 3aboiie-
BaHHE, HACJEIyeMO€ I0 ayTOCOMHO-IOMHHAHTOMY THITY
U XapakTtepusytomieecs mytanueit reaa STK/1. [lo nanasIM
OTEYECTBEHHOM JUTEPATYpPHl, PUCK HACIEAOBAaHUS JAaHHOU
MMaTOJIOTHH OT poauTenst pedeHky cocramiser 50% [1].
ITo maraeiM BO3, B 2018 1. B Poccuiickoit denepanuu BbI-
aBieHo 6omee 74 000 HOBBIX CiIydaeB OMyXOJIeH KUIICUHH-
ka u 5-10% mpuxoauTca Ha cIy4dau paka ¢ HACIEICTBEH-
HBIMH CHHIPOMaMH, IpH 3ToM 1% cilydaeB COCTaBISET

cungpom Ileditna—Erepca. HacTtora BCcTpeuaeMOCTH MpH-
mepHo 1/29 000-1/120 000 [2, 3]. MyTanus reHa mposiB-
JgeTcs Jamie Bcero GOopMHUPOBAHHUEM IIOJIMIIOB B IHUIIECBa-
PUTEIBHOW CHCTEME W NUTMEHTHBIMU MATHAMHU Ha KOXe€.
N3at00neHHOR ToKamnu3alKeil TOJUIIOB SBIISIIOTCS OpTaHbl
MUIIEBAPUTEIHLHON CUCTEMBI, 3aTEM ITOPaKaeTCs] MOJIOTHAS
xKeyes3a, OPTaHbl PENPOAYKTHBHONW CHUCTEMBI, jJerkue [4].
AHann3 TaHHBIX TUTEPATyPhI HOKa3ad, 9To CHHApOM lleiT-
na—Erepca mposBiisieTcs 9aie BCETO B MOJIOIOM BO3pacTe,
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a TeHJepHas MpeApacnoioKeHHOCTh He Habmromaercs [1].
B cBsa3u ¢ Gonblueii OCBEIOMIIEHHOCTHIO O KIMHUYECKUAX
MpOSIBICHUAX 3a00NIeBaHMS, BHEIPEHHUEM OSHIOCKOIIHYE-
CKOTO CKPHHHUHTA U COBEPIICHCTBOBAHHEM 00OPYIOBAHUS
OTMEYaeTCsl MPOrpecc MHAarHOCTUKU INaHHOTO CHHIpPOMa
U cIydaeB ManurHU3anuu [1].

Heap pabdoThl — MOAECNHUTHCA OMBITOM JIHATHOCTHKHU
1 JIeueHu s nanuenTa ¢ cuaapomoM lleitta—Erepca, a Takxe
oKa3aTh 3PPEKTUBHOCTH YHAOCKOITUYECKUX BMEIIATEIHCTB
MpU JAHHOM MaTOJOTHUH.

MarepuaJj 1 MeTObI

Mamuent T., 1993 r.p., MOCTYIIII B XUPYPrUIECKOE OTE-
nenune Ne 3 'BY3 «KKB Ne 2» Kpacaomapa 12.08.2022 ¢ xa-
no0amMu Ha GIETHOCTH KOXKHBIX IMTOKPOBOB, TOJIOBOKPYKEHUE,
crnabocth. M3 aHamMHe3a: cuuTaeT ceOs OOJBHBIM B Teue-
Hue 2 HeA., KOoT/ia Hadyaju OECIIOKOUTH BhIIICyKa3aHHBIE XKa-
110081. HacitencrBennocTs He orsaromieHa. [1o JaHHBIM 330-
¢aroractponyonenockonuu (3I/IC) u xoroHockommu (KC)
BEISIBIICHBI MHO)KECTBEHHBIE TOJHUIBI JKETyIKa M TOJCTOU
KUIIKK. HampaBiieH B MIIaHOBOM TOPSIIKE B XHUPYPTrUUECKOE
otraenenne ['BY3 «KKB Ne 2» mis miaHOBOH MOJHIIDKTO-
Mun. OOBEKTUBHBIN CTATYC: COCTOSTHHE YIOBICTBOPUTEIIb-
HOE, CO3HAHME SICHOE, KOHTAKTY JocTyIeH. KoxHbie moKpo-
BEI Osieguble. JKUBOT HE B3AyT, CHMMETPHUYIHBINA, Y4acCTBYeET
B aKTe JbIXaHWs, TP Malblallik MITKHH, 0e300JIe3HCH-
b1, JlabGopartopubie manHbsie: Hb — 128 1/mm, netikonn-
o1 — 4,8 x 101, pubpunoren — 4,4 r/n, AYTB — 31,3 c,
[ITB — 14,5 ¢, CPb — 7. UHCTpyMEHTabHBIEC HCCIIeI0Ba-
aus: 13.08.2022 Beimoanena KC u 1-it atan sHaockonmuue-
ckoit monumaKTOMUN. [Ipon3Benena anekTposkeu3us 17 mo-
JIUTIOB TOJICTOW KHIIKH, YAAICHHbIC TOTUIBI U3BIICUCHBI TS
TUCTOJIOTHUYECKOTO HccienoBanns. OCIIOKHEHUIT HE OBLIO.
PesynrpraT ructonorun ot 14.08.22: runepriacTHYecKue mo-
JIMITBI TOJICTOM KHUIIKH. Ilocae 3HAOCKOMUYECKON MOIHIIIK-
TOMHH COCTOSHHE TMAIlMeHTa yAOBIETBOpUTEIbHOE. JKUBOT
npy manbnanuu 0e300Je3HeHHbIH, MATKui. JlaGopaTtop-
Hele paHHble: Hb — 130 r/mn, nedikomutsl — 4,4 x 10%/m,
¢ubpunoren — 4,4 r/n, AYTB — 30,2 ¢, [ITB — 14,5 c,
CPb — 5. IlanueHT BBIMMCAaH B YAOBICTBOPHUTEIBHOM CO-
CTOSIHUH.

14.09.2022 manweHT B IUIAHOBOM MOPSAKE MOCTYIAEeT
B XHPYPrHYECKOE OTAEJCHHE HameW OONBHUIBI IS MPO-
BEJIEHUSI BTOPOTO dTara 3HJIOCKOTMUYECKON MOTUTIIKTOMHMH.
OOBEKTUBHBIN CTAaTyC: COCTOSHHE YIOBICTBOPUTEIBHOE,
CO3HaHHUE SCHOE, KOHTAKTy IOCTymeH. KoxHble MOKpPOBHI
6nennpie. JKMBOT HE B3IyT, CHMMETPHUYHBIH, y94acTBYeT
B aKTe JbIXaHUWs, TMPH MaJblalluk MITKHH, 0e300JIe3HCH-
eI, Jlabopatopubsie manHbsie: Hb — 128 1/nm, neikonn-
b1 — 4,8 x 10° r/11, pubpunoren — 4,4 r/n, AUTB — 31,3 c,
[TB — 14,5 ¢, CPb — 7. UHCTpyMEHTabHBIEC HCCIIEeI0BA-
Hus: 15.09.2022 Bo Bpemss KC BBIOTHEH BTOPOH dTaIm 3H-
JIOCKOMMYECKON MONUIAKTOMUHM. [Ipon3BeneHa 3iaeKkTpoIKe-
nu3us 14 TONHUIIOB TOJCTOW KHIIKH. YJaJCHHBIC MOJUIIBI
W3BJICYCHBI JIJIS THCTOJOTHYECKOr0 nccieaoBanus. OcCiox-
HeHuit He OpuT0. Pesynmprar ructonoruu ot 16.09.2022: ru-
MepIruIacTUYeCKrUe MOJUMbl ToicToi kuiku. Ilocne sHzo-
CKOITMYECKOW IOJUIIPKTOMUHU COCTOSHHE IalMeHTa yIOB-

Original investigations

neTBOpHUTENbHOE. JKUBOT Mpw manbnanui 6e300Je3HCHHBIMH,
Msrkuit. JJabopatopueie nanubie: Hb — 127 r/mn, neiixonm-
Tl — 4,7 % 101, pubpunoren — 4,3 r/m, AYTB — 31,3 c,
I[ITB — 14,5 ¢, CPb — 4. IlamnueHdT BBIIIMCAH B YAOBJICTBO-
PUTETHLHOM COCTOSTHUH.

19.10.22 mamweHT SKCTPEHHO NOCTyMaeT B XHPYpPru-
4ecKoe OTAEJIECHNE HaIled OONBHUII C XKajlo0aMH Ha BEI-
JIelleHue KPOBH W3 aHAJIBHOTO KaHaja, TOJIOBOKPY)KEHUE,
o0mryro cmabocTh, ONETHOCTh KOKHBIX MOKPOBOB. OOBEK-
THBHBIH CTaTyC: COCTOSHHE OTHOCHTENBHO YHOBJICTBOPH-
TeIbHOE, CO3HAHHE SICHOE, KOHTAKTY AocTyreH. KoxHbie
MOKpOBHl Onenuble. JKUBOT HE B3AYT, CHMMETPHYHBIH,
Y4acTBYET B aKTe ABIXaHHU, IPH NaJblAllMA MATKUH, 6e3-
OosiesneHnubI. JlabopatopHeie ganusie: Hb — 140 r/mi,
neiikonutel — 4,8 x 10°%m, tpomGokpur — 0,39%, du-
opunoren — 4,4 v/n, AHTB — 31,3 ¢, [ITB — 14,5 c. Un-
cTpyMeHTanbHble uccuenopanus: 20.10.2022 rImosnHEeHa
nuarnoctryeckas KC, Ha cTeHKax BCEX OTAEIOB TOJCTOM
KHUIIKH «CTapash KPoBb. B CHTMOBHIHOM KHUIIIKE OT YPOBHS
cpemHel TPEeTH 10 CAETON KUIITKH MHOXECTBEHHBIE ITOTUTIBI
Ha HOKKaX ¢ TMaMeTpoM rosioBok ot 10 mgo 45 mMm. B mpok-
CHMAaJIbHON TPETH MOTEPEIHON 000JOUHON KUIITKH HMEET-
cs 3 pSAIOM PACIONIOKEHHBIX CHHIONIHBIX 3PO3HPOBAHHBIX
MOJIMTIA C THaMETPOM ToJoBOK 10 30 MM, BEpOATHBIN HC-
TOYHUK KPOBOTCUEHHS. ATIMapaToM IS THaTEPMOKOAary-
JISIUHM BBITIOIHEHA 3JIEKTPOIKCIU3Us 10 TOJMIIOB BOCXO-
JSITe 000I0THONM U TorepedHor 00009HON Kummku. Oc-
JoxHeHu# He ObLno. Pe3ynprat ructomoruu ot 21.10.2022:
aJICHOMATO3HbIC TIOJIMITBI TOJICTOW KUIIKH C U3bI3BICHUCM
1 BOCIAJICHHEM B CTPOME, JICHKOIeae3 B MOBEPXHOCTHOM
SMUTENHUH C pa3pylIeHHeM OOKaJOBHIHBIX KJIETOK. Mop-
(donorndeckass KapTHHA IOBEHWJIbHOTO Tonuma. [locre
SHAOCKOMHMYCCKON TOJHUIIDKTOMUHM COCTOSHHE MallMeHTa
yaoBieTBopuTeNbHOE. JKHUBOT mpu manemanuu 6e3007e3-
HEHHBIN, MATKHH. JTabopaTopuble nanasie: Hb — 135 r/m,
neiikonutel — 4,7 x 10°n, ¢ubpunoren — 4,3 r/m,
AUYTB — 31,3 ¢, IITB — 14,5 c. IlartueHT BBITTACAH B yIOB-
JIETBOPUTEITHLHOM COCTOSTHUH.

30.11.2022 manWeHT HANpaBJiCH B IJIAHOBOM TIOPSIKE
B XHPYpPru4eckoe OT[eleHHEe Hamield OONBHUIBI JJIS OdYe-
pemHOro JTana SHAOCKOMWYECKOH momumIKToMun. O0b-
eKTHBHBI CTaTyC: COCTOSHHE OTHOCHTEIBHO YHOBJICTBO-
PHUTENBHOE, CO3HAHHE SICHOE, KOHTAKTy AOCTymneH. KoxHbie
MOKPOBHI O1enHbIe. JKUBOT HE B3AyT, CHMMETPHUYHBIN, yda-
CTBYET B aKT€ ABIXaHUS, IPU HaNbIIallHH MATKUH, 6€360-
ne3HeHHbId. Jlaboparopusie nanueie: Hb — 136 r/mi, nei-
kol — 12,51 % 10%1, pombokput — 0,4%, Gpudbpuno-
red — 2,8 /n, AUTB — 32,3 ¢, [ITB — 11,5 ¢, HelTpoduisl,
abcomoTHoe unciio — 8,24 x 10°/n. buoxumus KpoBu: 00-
it 6emox — 68,9 r/m, 0bmuit GrnpyOuH — 5,4 MKMOITB/,
AJIT—7 Ed/n, ACT — 19 E[l/n.

WNuctpymenTtanbubie uccnenoBanus: 01.12.2022 Bermon-
Hera KC, B CHTMOBH/IHOH KHIITKE OT YPOBHS CpPEAHEH TpETH
IO CpemHeW TpEeTH IMOMEepPEYHON OO0OJOYHON KHIIKH BU3Y-
aTU3HUPYIOTCSI MHOXKECTBCHHBIE TIOJIUIBI HA HOXKKaxX C JHa-
METpOM royioBok oT 10 mo 35 MM. AnmaparoM aJis 1uarep-
MOKOATyJISIIUH BBITIOTHEHA AJIEKTPOSKCIHU3USA 25 MOJIUIIOB
TOJICTON KWIIIKH, OAHOTO TOJHIAa TEPMUHAIBLHOTO OT/AENa
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MOAB3AOIIHON KHUIIKHU. YIaJIECHHBIE IMOJIUIIBI NONEPEYHOU
000/109HON KHIITKU U3BJICYCHBI [ TUCTOJIOTUYECKOTO HC-
cinenoBaHus. Pesymprar ructomorum ot 02.12.2022: mpo-
nudepupymuil aIeHOMATO3HBIA TOJTUI TOJICTONH KUIITKH CO
CTPYKTYpaMH BOPCHHYATOTO CTPOCHHUS, C H3BSA3BICHHUEM.
Taxxe MAalMEHTY BBIOJHEHA BUICOKAIICYJIbHAS SHIOCKO-
mus (BK3) 03.12.2022: Ha ypoBHE CpemHEH TpETH TOA-
B3JOIIHON KMIIKY Ha ONHOW U3 CTEHOK MMEETCS MOJIUI Ha
KOPOTKOW HOXKE THaMETPOM T'OJIOBKH 710 6 MM. 04.12.2022
B YCJOBHSX ONEPAIMOHHON IMOJ 3HIOTpaxeaJbHBIM Hap-
KO30M MAIMEHTY BBITIOJIHEHA 0aJIJIOHHO-aCCUCTHPOBaHHAS
suTepockonus (BAD) TpaHcaHAIBHBIM JOCTYIIOM, BEISBIICH
paHee THAarHOCTHPOBAHHBIN ITOJIHI, BBIIIOJHEHA HIOCKO-
MUYecKass MOJUIIPKTOMHS, YIOAJCHHBIM TONHI H3BICYCH
HU THCTOJIOTHYECKOE UCCIIeJoBaHNe. Pe3ynbpTaT rucToIorun
ot 05.12.2022: BeicokonudhepeHIUpPOBaHHAS aICHOKAPIIH-
HOMa TOHKOW KWIIKH, pa3BUBIIASACA B MpoIHpeprupyIomem
aJICHOMAaTO3HOM TIOJHIIE, C MUKpOOJYaraMu MHBa3WU B OC-
HOBaHUE TOJHIIA.

V3U OpromrHoi osocTH: Y 3-ipu3Haku 100aBOYHBIX J10-
JIEK CEJIe3EHKH.

JlaGopaTopHble gaHHBIe: 00K 6ok — 72 1/1, JAeiKo-
IUTH — 6,42 x 10°/1, remornobun — 14,3 /.

PesysbTarsl

Hcxons U3 MaHHBIX SHIOCKOMHH, TUCTOJIOTHYECKON Kap-
THHBI, IPUHATO PEIICHNE BBHIOJIHUTH IJIAHOBOE ONEPATHB-
HOE BMEIIATEIbCTBO: PE3EKIHMI0 TOHKOW KHIIKH, KOMOMHU-
POBAaHHYIO PE3EKIHI0O 000JOYHON KHUIIKU C PE3eKIUeH co-
CETHUX OPTraHOB, CYOTOTANBHYIO KOISKTOMHUIO.

IIpoTokon omepamuu ot 06.12.2022: B acenTUYECKUX
YCIOBHSIX IO aHECTE3HOJIOTHYECKUM IT0COOMEM BBITION-
HEHa TOTaJibHas JIAMMapOTOMHS C amllapaTHOW KOppEeKIHeH
noctymna. B OpronrHo# MOoJI0CTH CBOOOTHOW KUIKOCTH HET.
ITo mapueTanbHON 1 BUCIIEPATILHOW OPIOIIMHE 09aroBbIX 00-
pa3oBaHUil HE BBHISBICHO. B meueHn oOpa3oBaHMii HE BBISB-
neHo. Ha BceM mpoTsKEHUHU TOJICTOW KUIIKH JI0 PEKTOCHT-
MOMJIHOTO OTZeNa MPSIMON KHUIIKH HaJIbIIUPYIOTCS MOTUIIBI
ot 10 1o 30 MM, CTEHKA KUIIKY HE N3MEeHeHa. B TOHKOM KHIII-
ke B 40 cm ot cBs3ku Tperitia Ha mpoTsokennn 100 cM manb-
nupyroTcs nonunsl 10 10 Mmm. B Opekeiike TOICTOM KUITKH
MMEIOTCS YBEIMYEeHHbIE TUM(OY3JIBl 10 5 MM. Brimonnena
PE3eKIIHs TOHKOH KHUIIKH, CHOPMUPOBAH aHACTOMO3 IO THITY
KOHEII-B-KOHeIl. Beimonaena MoOunu3anus mpaBoi MOIOBH-
HBI 000JI0YHOM KHIIKH, IONEPEIHON 0000THOM, JIEBBIX OT-
JIEJIOB TOJICTOM KWIIKH J0 PEKTOCHTMOUIHOTO OTHENa Ipsi-
MO KHUILKU. YJaJIeHUE CJIETION, BOCXOSIIINEH MONepeyHOM
00010YHOM, HUCXOMSIIEH, CUTMOBHIHON KHIIKH 10 HHXK-
Hel TpeTH equHbIM 01okoM. ChopMupoBaH KOHIIETIETICBOM
aHACTOMO3. AHaCTOMO3 JOMOTHUTENBHO YKPBIT KHPOBBIMU
nonBeckamu. bpebkelika ymurta. KoHTpoiap Ha remocras
¥ MHOPOJHEIE Tena. JlpeHrpoBaHIe MaJIOro Ta3a OTHUM Jpe-
HaxxoMm. QuKcanus IpeHaxa. YimuBaHue paH. AcenTruiecKas
TTOBSI3KA.

IToce mpoBenenns omnepanum 06.12.22 manueHT mnepe-
BEJICH B OTJEIICHUE PeaHUMAINH I JajibHeHIero Haoio-
JICHHS, IPOBEICHAa CUMIITOMATHYECKasi TEPanus B TCUCHHE
TpeX CYTOK, yAalleH OpeHax u3 OpromrHoi momoctu. Co-

CTOSIHUE TMal[MeHTa: OTHOCUTENIFHO YJOBJIETBOPUTEILHOE,
CO3HaHHUE SICHOE, KOHTAKTy JocTyreH. JlaboparopHsie naH-
HBIE: TeHKonuTH — 12,85 x 10°/1, remornoounn — 11,5 /a1,
cpennuit oobeM aputporura — 77 ¢, [ITB — 16,7 c. Tpo-
BeJ/IeHa CIIa3MOJUTHYECKAs, AHANTe3UPYIOMasi ¥ CUMIITOMA-
THYECKasl Teparusi.

IMocne BoCCTaHOBIEGHMS IMaccaXka IO JKENYA0YHO-KH-
HIEYHOMY TPAaKTy, CTaOMJIM3alUU COCTOSHUS U MpOBele-
HHUS cuMmnToMatnueckod tepanmuum 09.12.2022 marnueHT
OBIT TIepeBeieH B MPO(UIBHOE XUPYPrUYeCcKoe OT/CIEHHUE.
JlaGopaTopHble NaHHBIE Ha MOMEHT IEepeBOMAA: JICHKOIIH-
Tl — 7,75 x 10°/n, spurpouutsl — 5 x 10'%/71, remorio-
ona — 149 r/na, CPb — 17,83 mr/m.

[TocieonepainOHHBINA TEPHOJ MTPOTEKAT 0€3 0COOEHHO-
CTeil, TMHUS MBOB 0€3 IPU3HAKOB BOCHAJICHHS, 32)KUBJICHUE
MEePBUYHBIM HATSKEHUEM. BONBHOI B YI0BIETBOPUTEIBHOM
COCTOSIHMH C PEKOMEH/IAIMSIMH BBIITUCHIBAETCS 10J] HAOJII0-
JICHHE XUPypra 1o MecTy >KUTEJIbCTBA.

3akiarouenue

CerogHs MBI IMEEM BO3MOXXHOCTH CBOCBPEMEHHO JHa-
THOCTHPOBATH MMAaTOJIOTHYCCKUE H3MEHEHHUSI CIIU3UCTON 000-
JIOYKH TOHKOW KHIIKH, BBITIOJHITH MaJOMHBAa3HBHOE JeUe-
HUE, COKpamasi CPOKM peabuiIuTallud H3-32 YMEHBIICHUS
ONnepalOHHON TPaBMBI.

Kongpnuxkm unmepecos. ABTOpPHI 3asBISIIOT 00 OTCYT-
CTBHH KOH(DIUKTAa HHTEPECOB.

Qunancuposanue. ViccienoBaHue He UMEIO CIIOHCOP-
CKOM MOAACPKKH.
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