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3aknoueHue. Y naumeHtok ¢ PM u PCA BbisBneHa HepaBHO-
3Ha4Has npeacTaBneHHocTb Gaktopos CIPI ¢ npeobnasaHnem
HU3KOM KOHTPaLLENTUBHOM aKTUBHOCTM W NPEPbIBAHWS HEXXENAHHOM
6epeMeHHOCTH, YTO ABASETCA rPO3HbIM HEraTUBHLIM (aKTOM ANs
penpoayKTUBHOIO 340pOBbA. AKTYaNnbHO pacliMpuTb 06pa3oBaHue
cpeau akylepoB-TMHEKONOroB MO HAaNpPaBNEHMUIO MpPEBEHLMUM
CaMOomoBpexAatoLLero noBeaeH1s y NogpOCTKOB.
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HacnepctBeHHble reHoaepmartosbl — 3a6oneBaHus, BOSHUKHO-
BEHUE KOTOPbIX CBA3AHO C HEA0CTaTOYHOCTbIO UM OTCYTCTBUEM
(byHKLMM ONpenenéHHbIX FeHOB MM rPynN reHOB KaK pe3yabTaToM
MyTaumini. Oco6oe MecTo B 3TOM rpynne 3aHMMaloT X-CLeMIeHHble
¢opmbl ¢ MaHudecTaumen B HeEOHaTaJIbHOM nepuoae, Tak Kak
K/IMHMYECKU NepeceKaloTcsl C HeOHaTaNbHbIMU MHGEKLMSAMM KOXKK.
PacnosHaBaHue cneumpmryeckux AepmMaToNnornyeckmx NnpusHakos
MOMET CTaTb NOACKAa3KOi B MOCTaHOBKe AuarHosa [1].

Kniouesbie cnosa: reHoaepmatosbl, X-cuenneHHble ¢hopMmbl,
MaHudecTauma B HeOHaTaNbHOM nepuoae.

Hereditary genodermatoses are diseases whose occurrence is
associated with insufficiency or absence of functions of certain genes
or groups of genes as a result of mutations. A special place in this
group is occupied by X-linked forms with manifestation in the
neonatal period, because clinical overlap with neonatal skin infec-
tions. Recognizing special dermatological signs can provide clues to
correct timely diagnosis.

Keywords: genodermatoses, X-linked forms, manifestation in the
neonatal period.

AKTyanbHoCTb. [1pOrHo3MpoBaHue TeuyeHus 3aboneBaHus, 0TCPO-
YeHHbIX KIMHUYECKUX NPOSIBNEHUI Y NaLMEHTa, @ Takxke penpo-
LYKTMBHOE MOBELEHNE CEMbW HANPAMYHO 3aBUCSAT OT FreHETUYECKOM
dopmbl 3aboneBaHus. Hanbonee paHHAS AMArHOCTMKA NO3BONSET
NAaHUPOBATb Mepbl NPOPUNAKTUKM KaK A5 NALMEHTa, TaK U NS
6yayLLero NOTOMCTBA B CEMbE.

Llenb nccnepoBaHns — npeacTaBuTb KIMHUYECKUIA Cyyai
penkoi popMbl reHoLepMaTo3a y HOBOPOXAEHHOTO 3.

Matepuanbl u MeToabl. O6bEKT UCCNIEA0BAHMSA: KIMHUYECKME,
reHeanorMyeckme, MHCTpyYMeHTanbHble, 1abopaTopHble AaHHble
MauMeHTa C AMArHO30M «BPOXAEHHA aHOMANUS Pa3BUTUS KOXM
HeyTouHEHHaa» (MKB-10 Q82.9). MonekynsapHo-reHeTU4eckoe
M LMTOrEeHEeTUYECKOe UCCNEef0BaHMS NPOBEAEHbI HA 6aze KNMHKKO-
[MarHoCTUYeCcKon reHeTnyeckon nabopatopum 'Y «Pecnybnu-
KaHCKMI Hay4YHO-NPaKTUYECKUI LEeHTP «MaTb 1 AnuTa».

Pe3synbratbl. [loHOWeEHHas [LeBOYKa poaMIach OT NATOM
6epeMeHHOCTH, TPETbUX CPOYHbLIX OMEepaTUBHbIX POLOB C BECOM
2920 r, poctoM 51 cM, OKpYXXHOCTbO ronoBbl 34,5 CM U oueHKoM
no wkane Anrap 8/8 6annoB. Y HOBOPOXAEHHOW WMMeENWUCb
NUHelHble AedeKTbl KOXMU B BUAE annasumu U 3puTeMsbl, N0Kann3o-
BaHHble B 06N1acTu nepeaHei NoBEPXHOCTH Wen U noabopoaka,
pa3mepom 8 n 10 cMm, a Takke Hebonblune aedekTbl pasMepoM
1,5-2,5 cm B 061acT MOYKM NEBOTO yXa, LWeku U Hoca. Y pebéHka
0TMEYanncb 0COBEHHOCTM LA B BUAE MMA3HOIO rMNepTenopusma,
LUMPOKOWM CMMHKM HOCa, bnedapodumosa.

Mpu 3axokapaunorpacduu Bbifo BbISBAEHO MeXnpencepaHoe
coobwenne amnametpom 3,4 mm. Mpu Y3U ronosBHoro mosra
YCTaHOB/IEHA YaCTUYHAs areHe3us mMosonuctoro Tena. Odranbmo-
Nnormyeckn — nepudepuyeckas AUCTpodus ceTYaTKu.

B ponocnoBHOM ceMbu YCTaHOBNEHO TPOE NOPAXEHHbIX CMOCOB
YKEHCKOTO M0/1a C aHaNOrMYHbIMU U3MEHEHWUSMM KOXKHbIX MOKPOBOB
npu POXAEHWUM M MOCNEAYOLWMUM Npeobpa3oBaHMEM UX B YHaCTKM
atpodun. Y ogHoro u3 cubcoB AedekTbl KOXM COYeTanUCh
C NopoKamu pas3BUTHS, BPOXKAEHHBIM MOPOKOM cepaua M Auadpar-
ManbHOM rpbkel. [eHeanormyeckne AaHHble yKasblBanu Ha
X-cuenneHHbI AOMUHAHTHbIM TUM HAacNeA0BaHuS.

OunddepeHLmanbHblii AMarHo3 NpoBOAUICS C UHPEKLMOHHBIMU
NOPaKEHUAMU KOXM, PYTUMU HEOHATaNIbHbIMU X-CLeNIeHHbIMU
reHogepmatosamu: kommnnekcomM MIDAS, cuigpomamu bnoxa-
Cynbubeprepa v lonbua [1].

Mpy uLMUTOreHeTMYECKOM UCCNeA0BAHUM YCTAHOBEH
HOpMaJsibHbIV XXeHCKuit kapuotun 46, XX. [pu npoBeaeHUM Xpomo-
COMHOro MMKpoMaTpuyHoro aHanm3a (Illumina CytoSNP-850K
v1.1) BoigBneHa delXq21.1, Bknovatowas renol MAGT1, COX7B,
ATP7A, PGAM4. B nuTepaType onucaHo YeTbipe ciyvas nedekTos
KOXXM aHaNOrMYHOM NOKanM3aLmMK, xapaktepa NopaxeH1s 1 Tuna
HacnenoBaHMs B COMETAHWMM C APYrMMM MOPOKamMu, obycnoB-
NEeHHbIMK ranaoHefoCTaTo4HOCTbio reHa COX7B. ConoctaBneHune
[aHHbIX NauMEeHTa C AAaHHBIMU paHee OMWCAHHbIX B iMTepaType
CNyyaeBs NoKasano coBnaAeHus. BoicTaBneH AMarHo3 «BpoXAEHHas
X-cuenneHHas LOMUHAHTHANA PETUKYNO-MHERHas aniasus KoXu
CO MHOXECTBEHHbIMU BPOXAEHHBIMM AHOMANUAMMU, TUN 2»
(LSDMCA2 OMIM 300887).
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3aknioueHue. Bepuoukaums auarHo3a UrpaeT KIHOUEBYH poib
B NPOrHO3MPOBAHMM XapaKTepa TeyeHus 3ab0oNeBaHUs, PUCKOB
MOBTOPEHWS AAHHOM NaTONOTMKU B CEMbE, @ TAKXKE B ONpefeNneHuu
06bEMOB M METOA0B NPEeHaTaNbHOM AUMArHOCTUKM.
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bonesub Kukyun-0ymxumoto. Knuxuueckui cnyyan

Kikuchi-Fujimoto’s disease. Clinical case
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B Te3uce onucaH KNMHMYECKUI cnyvaid TMCTUOLMTAPHOTO HEKpPO-
Tusupylowero aumdanennta (6onesHb Kukyum-dyaxumoro)
y AeBoukn 11 net. [laHHoe 3aboneBaHue ABNSeTCA penKom
npuunHoi AobGpokavecTBeHHOW nuMmdapeHonaTun y peTen
M UMeeT CaMoOrpaHMuYMBalOLLMIACA XapakTep. B cBs3u c oTcyT-
cTBUEM cneumdHrIecKoi KNIMHUMYECKO KapTUHbI NaToNorusa TpyAHa
AN ANArHOCTUKU.

KnioueBble cnoBa: 6onesHb Kukyun-®dymxkumorto, ammda-
LEHUT, AETH.

The thesis describes a clinical case of histiocytic necrotizing
lymphadenitis (Kikuchi-Fujimoto’s disease) in an 11-year-old girl.
This disease is a rare cause of benign lymphadenopathy in children
and has a self-healing character. Due to the lack of a specific clinical
picture, the pathology is difficult to diagnose.

Keywords: Kikuchi-Fujimoto’s disease, lymphadenitis, children.

AxTtyanbHocTb. bonesHb Kukyun-®yaxnMmoTo, Takke M3BecTHas
KaK MCTUOLMTAPHbIN HEKPOTU3UPYIOLWMIA TUMbALEHUT, IBNSETCS
penkoi npuyuHow pobpokayectBeHHoM nuMdaseHonatumn [1].
O6bI4HO MoOpaxaeT Monoapix nogei oboero nona [2]. U3-3a
HW3KOM pacnpoCTPaHEHHOCTU, HecneundUuUeckon KIMHUYECKOM
KapTuHbl B 40% cnyyaes 6onesHb Knukyun - ®OyaxknuMoTo npuHuMatoT
3a Apyrue 3abonesaHus, conpoBoxaatoLmecs aumdaaeHonatTnen
(nmmdoma, Ty6epkynésHblit nMMdaneHunT, ayTOMMMYHHble 3abone-
BaHuMs, Hecneuunduueckoe socnaneHue) [3]. Mpobnembl anarHo-
CTUKM BO3HWKAIOT U3-3a peAKOCTM 3aboneBaHus, 4To NOTEHLMANbHO
NMPMBOAMT K TOMY, YTO NaLMEHTbl NOAy4aloT Hemoaxoasliee
nevexue [4].

Uenb uccnepoBaHus — NpoaHanM3UpoBaTb KIMHWUYECKUNA
cnyyan 6onesHn Kukyum-®ymxmumoTto y aesouku 11 nert.

Martepuanbl n MeToabl. [poBef&H peTPOCNEKTUBHDIN aHanu3
ncropum 6onesuu nauneHTkn 11 net, HaXoAMBLLENCA HA NeYeHUM
B [BY3 «[KKbB».

Pesynbrathl n 06cyxaeHune. Jesoyka 11 net obpatunach
C anobamn Ha nepuonmyeckne 601M B XMBOTE B TeyeHue
7-10 pHelt. Bo BpeMsi 06bEKTMBHOMO OCMOTPA: COCTOSIHUE CPpeaHei
CTeneHun TAXEeCTU 3a c4ET 60n1eBoro abAoOMMHANLHOIO CUHAPOMa,

90

Temnepatypa Tena 36,8 °C. BbigBneHa 60ne3HeHHOCTb Mpu
nanbnauum X1MBOTA, yBENMYEHNE PAa3MEPOB MeYeHn +2 CM OT Kpasi
pébepHoit ayrn. B 6MOXMMUYECKOM aHann3e KpOBW BbISIBIEHO
noBbiWweHue naktataernaporeHassl go 490 E/n. Ha Y3 opraHos
6pIOLWHOM NONOCTM B Me30racTpuu CrnpasBa BM3yanu3upyloTcs
pasHoKanubepHble MHOXECTBEHHbIE YBENUYEHHble NUMPaTH-
yeckue y3nbl 0BaNbHOM GOPMbI C YETKMMU KOHTYpaMM OBHOPOAHOW
CTPYKTYPbl, MAaKCUMasbHbIM Pa3MepPOM eAMHMYHOrO y3na 16x8 Mm
1 yMepeHHO MHOUNBTPUPOBAHHOM NPsAbI0 CanbHKKa. B npouecce
HabntoaeHns 6011 B XMBOTE COXPAHSAIUCh, U3-3a YEro NpoBeaeHa
[MArHOCTUYECKAs NAanapocKonums AN UCKIOYEHNS XMPYPrUYeCcKom
natonoruun. Mpu ocMoOTpe B 30HE WIEOLMKANbHOIO Mepexona
onpeaenseTcs MHPUNLTpaT, NPeACTaBAEHHbIA KOHIIOMepaToM
yBeNUYEHHbIX TMMPOY3N0B C NOAMNASHHOM NpsAbo 6oNbWOro
canbHuka. B3gara 6uoncus Tpéx MeseHTepuanbHbIX MMBOY30B.
Buoncusa HanpaBneHa Ha NpoBefeHWe TMCTONOTMYECKOTO U TUCTO-
XUMUYECKOr0 UCCNef0BaHUs, N0 pe3ynbTaTaM KOTOPbIX CAENaHo
33K/IIOYEHME O HaNMYMM MPU3HAKOB NUMGPOMbI XOOXKKUHA,
HOOYNSpHOrO cKnepo3a. B cBa3u ¢ HeTunuuHOM ong nuMdoMmbl
KIMHWMYECKOM KapTMHOM reMaToNoroM peKoMeHA0BaH NepecMoTp
6uoncuitHoro ™Matepuana Ha 6aze OIBY «HMWL, ATOU
uMm. [1. PorayeBax. lMcTONOrMyeckoe 3akO4eHHUe: r’MCToapxXuTeK-
TOHMKa IMMOY3/10B YaCTMYHO CTEPTA 3a CYET 04AroB KNETOUHbIX
CKOMMIEHUI B COCTOSIHUM HEKPOBMOTMYECKOrOo Kapuopekcuca,
B NapeHxuMe HabnofalTCs HEMHOrOYUC/EHHbIE MepBUYHbIE
M BTOpUYHble NuMdounaHbie Gonamkynbl, MexXOonIMkynspHoe
NPOCTPAHCTBO BbIMNONHEHO MHOFOYUCIEHHBIMU AUMGbOLUTAMMU,
TMCTUOLMTAMMU U KPYMHbIMU aKTUBUPOBAHHbIMU TUMBOUAHBIMM
knetkamu. Mo pesynstataM MMMYHOTUCTONOMMYECKOTO MUCCNEeno-
BaHug BbisBneHa akcnpeccns CD20/PAXS, CD3 Ha B- u T- numdo-
umtax. OTcytcTByeT 3kcnpeccus CD30, EBV. BeictaBneH auarHos
«6onesHb Knkyun—®yaxnmMoTo, KapuopeKkTUieckas cTagms».

3aknoveHune. KnvHuuyeckuit cnyyai, npeactaBNeHHbIN
B AAaHHOM Te3uce, LEMOHCTPUPYET TPYAHOCTM B AMArHOCTUKE
6one3nn Kukyun-®yaxumoto. 1o 3abonesaHne 06bIYHO UMeeT
CaMOOrpaHMUMBAOLWMIACA XapakTep, N03ToMy crneunduyeckas
Tepanus He TpebyeTcs.
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