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AHHOTALUSA

Beenenune. B nanHoii pabote mpeacTaBieH KIMHUYECKUH ciydail remanrnomsl [11-1V manbna npasoit cromsl. Llean
HCCJIeIOBAHUSI — U3YYHUTh aMOyJaTOPHYIO KapTy MalMeHTa M MPOaHAJIM3HPOBATh TAKTUKY MPOBEICHHOIO JICYCHUSI.
Matepuana u Meroabl. KiinHuueckuil ciydaii onrcaH Ha OCHOBAHHM aMOYJIaTOPHOW KapThl 00JbHOTrO. Pe3yabTaThl.
IMarentky A 12 et Oecrokowin 00yid B 00acTH 4-5 malyiblia MPaBOW CTOMBI, OTEK U 1uaHo3. [Tocne oOpaieHus k
XMPYpPry W NpPOBEICHUS PEHTreHorpaguy ObUT BHICTABICH JAMArHO3 ajJIEPrUYeCKOro OTEeKa W Ha3HA4YeHO JICYCHHE,
KoTopoe He mpuHecno 3¢p¢exra. [lanueHTka ObUIa BBIHYXKICHA IOBTOPHO OOpPATHThCS K IPYTMM CIICIHAIHCTAM.
JomomautensHo Obutn mpoBeneHsl Y3M, MPT u BeICTaBiCHBI NpenBapHUTENbHBIC TUATHO3BI: HeBpoMa MoOpTOHA U
(redsKTa3us TOMOUIBEHHOH IOBEPXHOCTH 4 manblia INpaBOW cCTONbBl. B fmanmpHEHIIEM NOCTaBIEHBI IHATHO3BI:
AQHTHOANCIUIA3US M MYJBTHIOKYJSIPHOE XHIKOCTHOE T0OpOKadecTBEHHOE 00BbEeMHOE 00pa3zoBaHHE (F€MaHIHMOMa) B
obiacTn TOMOUIBEHHOH M OOKOBOW CTOPOH 4-TO maiblla M B OCHOBaHMHM 4-ro W 3-TO maibleB (K3agu IOCTUTAs
IuItocHe(haaHroBEIX cycTaBoB). Ilociie 3Toro OblTa Ha3HAUEHA OMEPALHS 110 yJAJCHUI0 TEMaHTHOMBI, B X0JI€ KOTOPOH
oHa Oblna m3BiedeHa. [lo pesynbraTam Ouoncuu — onpeseneHa KaBepHO3Has reMaHruoMa. BeiBoabl. [Ipu cloxkHBIX,
rIIyOOKOJIekKalIMX TeMaHrMoMax MATKMX TKaHei, korga HeT 3¢dekra oT Tepanuu P-agpeHoOiokaropamMud U
CKJIEpOTEpaIny, MoKa3aHa XUPYyprudeckas oneparys o yAajleHuIo JaHHOTO TaTOJIOTHUECKOro 00pa3oBaHUsL.
KiroueBble cj1oBa: reMaHruoma, JMarHoCTHKa TTyOoKoIexalef reMaHrMOMBbI MATKUX TKaHeH, JIedeHne TeMaHI HOMBI.
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Abstract

Introduction. This paper presents a clinical case of hemangioma of the I11-1V toe of the right foot. The aim of the study
is to study the patient's outpatient chart and analyze the tactics of the treatment. Material and methods. The clinical case
is described on the basis of the patient's outpatient chart. Results. Patient A, aged 12, was troubled by pain in the area of
4-5 toes of the right foot, edema and cyanosis. After contacting a surgeon and conducting an X-ray, an allergic edema
was diagnosed and treatment was prescribed, which did not have an effect. The patient was forced to turn to other
specialists again. Additionally, ultrasound, MRI were performed and preliminary diagnoses were made: Morton's
neuroma and phlebectasia of the plantar surface of the 4th toe of the right foot. Further diagnoses were made:
angiodysplasia and multilocular liquid benign volumetric formation (hemangioma) in the area of the plantar and lateral
sides of the 4th finger and at the base of the 4th and 3rd fingers (posteriorly reaching the metatarsophalangeal joints).
After that, an operation was scheduled to remove the hemangioma, during which it was extracted. According to the results
of the biopsy, a cavernous hemangioma was determined.

Conclusion. In complex, deep-lying hemangiomas of soft tissues, when there is no effect from therapy with beta-blockers
and sclerotherapy, surgical operation to remove this pathological formation is indicated.

Keywords: hemangioma, diagnosis of deep-lying soft tissue hemangioma, treatment of hemangioma

BBEJEHUE

['eMaHTHOMBI SBIIAIOTCS JOOPOKAUECTBEHHBIMU COCYAUCTHIMU aHOMAJIMSMU U MPEACTABISIOT
co0Oi OmyXoJM, HCXOJIIMEe W3 THIepIia3upoBaHHoro sHuotenus [2]. Haubonee penkumu
SIBJIIIOTCSI BHY TPUMBIIIEUHbIE TEMAHTHOMBI HIDKHUX KOHeUHocTel (cocTaBistoT Beero 0,8% ot Bcex
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remanruoM [3]). Kimaccudukarus reMaHTuoM SIBISIETCS IPEIMETOM TUCKYCCHUH, TaK KaK CYIIECTBYET
MHOYECTBO BapUaHTOB. BOJIBIITMHCTBO aBTOPOB BBIJIEIISAIOT TIOBEPXHOCTHBIE, TNTyOOKHE M CMEIIaHHbIe
(dbopMbl reMaHruoM. I UCTOIOrnYeCKH BHYTPUMBIIIEYHbIE TEMaHIMOMBI MOXKHO pa3euTh Ha 4 TUIla
B 3aBHUCHUMOCTH OT pa3Mepa COCyJa: KaBEpHO3HbIE, KallWUISPHbIE, BEHO3HbIE M CMellaHHble [3].
OTHOJIOTHSA FEMAHTUOM OCTAETCA O KOHIIA HE U3YYEHHOM, HO €CTh MHOKECTBO TMIIOTE3, CBS3aHHBIX
KaK C TEHETHYECKOH MPeApacoiOKeHHOCThIO, TaK U ¢ MHPEKIIMOHHON MPUPOION JTAaHHOK OITyXOJIH,
a TaK)Ke HEKOTOPbIE aBTOPBI CBA3BIBAIOT €€ C TpaBMaTu3anuen. XOTs MaTOr€He3 BCe €Ile OCTAeTCs
HESICHBIM, YacTO  MPENIOJaraloT  BPOXKACHHOE MPOUCXOXKIEHHE, HU B  OOJBIIMHCTBE
3aperuCTPUPOBAHHBIX CIy4aeB OOBIYHO MPUCYTCTBYET TpaBMa B aHamHe3e [4]. IMeHHO mosToMy B
JMAarHOCTHKE M JICYCHUU JAHHBIX COCYAMCTHIX OIyXOJICH BOZHHKAIOT CIIOKHOCTH, OOJNBIIMHCTBO U3
KOTOPBIX IPUXOAMUTCSA HAa CMELIaHHbIE (OPMBI, KOIAa MHQUIBTPATUBHBIN POCT MATOJIOIMYECKOTO
ouara pacrpocTpaHsieTcss B TiayOokonexamue Msrkue TKaHu [1]. OOBIYHO BHYTpPUMBIIICYHAS
reéMaHI'MoOMa BO3HHUKAET B BUJIE MEJICHHO YBEIMYMBAIOIIEICS Macchl, U 0O0JIb SIBJISIETCSI OCHOBHBIM
cumMnToMoM npumepHo B 60% cayuaeB [3]. bonp mosBiaseTcs M3-3a OTEKa, CIABIMBAIOLIETO
OKpY’KalolIMe MITKHE TKaHH, a TAK)KE PE3KO BbIpAKEHHAs 00J1b MOXKET ObITh CIIEJICTBUEM CIABJICHUS
HepBoB. Koxka Haj oOpa3zoBaHMeM IpU 3TOM MPHOOpETaeT CHUHHMA, JUOO KPACHBIM OTTEHOK, YTO
ABJIAETCS CJIEICTBUEM BEHO3HOM WIM apTEpUaIbHOW TMIIEPEMUH, B 3aBUCUMOCTU OT THIIA COCY[a,
o0pasyroniero reManruoMy. HecMoTpsi Ha TO, 4TO 3THOJIOTHS M TATOTEHE3 J0 KOHIA HE SICHBI,
CyllecTBYeT Oosbluas BapuabeIbHOCTh METOJNOB JieueHus. KoHcepBaTUBHBIE BapHaHThI JIEUCHMS
BKJIIOYAIOT IEPOPAJIbHBIM MPONPAHOJIO, TUMOJON [ MECTHOIO MPUMEHEHUS U IEepOopajibHbIE
KOpTHKOCTepouJpl. Elle OAHMM U3 aKTyalbHBIX METOJOB JICYEHHs] T'€MAaHTMOM SIBIISETCS
ckieposupyromias Tepanus 3% pacTtBopoM dTOKcuckiepona [S]. Ilpu Jedenun gaHHBIM
CKJIEPO3aHTOM KaBEPHO3HBIX ()OPM I'€éMaHTMOM B Pe3ysbTaTe OTCYTCTBOBAIM BUAMMBIC CIIEIbl Ha
KOXe peOeHKa [TOCIIe JIEUEHUs, YTO 03HAYAJIO €T0 MOJIHOE BBI3JOPOBIEHHE. YTO KacaeTCsi CMEIIaHHBIX
(GbopM reMaHruom, To 3/1€Ch Yalle BCEro 0TMe4ajcs IOBTOPHBIM POCT COCYAUCTON OITyXOJIH, PErpecc
reMaHruomMbl oObIMHO HacTynan Ha 10-14 nens mnocne mnepBoro BBeaeHUs pacTtBopa 3%
TOKCHUCKJIEpOJIA. BrocnenctBun  momMumo  perpeccur  HaOmropanoch  oOpa3oBaHHE
HOopMOTpoduueckoro pyona. [Tokazanus kK aKTHBHOMY BMEIIATEIbCTBY BKJIIOYAIOT KPOBOTCUCHHE,
HE TOJlarolieecs JeUeHUI0, HAaJBUTAIOLIMECS HU3bA3BICHUS B 00JACTAX, I'/leé MOTYT BO3HUKHYTb
Cepbe3HbIE OCII0KHEHNUS, IPOPACTAHNE B )KU3HEHHO Ba’KHBIE CTPYKTYPBI, OCIIOKHEHHUSI, YTPOKAIOII1E
KHU3HU WK (YHKIIMOHUPOBAHUIO, U 3HAUUTENbHbIE yBeubs [5].

Heap uccaenoBanusi — M3y4uTh aMOYJIaTOPHYIO KapTy MalleHTa M IMPOaHaIUu3upOBaThH
TaKTUKY ITPOBEJEHHOTO JICUEHUS.

MATEPHUAJ U METO/bI

B pamkax paGoTsl ObUT MPOBEECH aHAIN3 UCTOPUU OOJIE3HU MAllMEHTKHU ¢ reMaHrnomoit I11-
IV nanbua npaBoil cTomnbl, HaXoAsIIEHCsS Ha aMOYyJaTOPHOM JIEYEHHH, 32 NepUoa X U BBISIBIICHBI
OLIMOKM B AMAarHOCTHUKE U JICUEHUH JTAHHOM MaTOJIOTHH.

PE3YJIbTATBI

[TaumnenTtka A 12 ner, oOparuiack ¢ MaMoOi 1O MECTy KHUTEIbCTBA K JIETCKOMY XUPYPry C
*)anob0amu Ha 00Jib B 06sacTu 4-5 manblia npaBoi CTOMBI, OTEK U InaHo3 (puc. 1). beina mpoBenena
peHTreHorpadus npaBoil CTOIbI, KOTOpas He MOKa3aja MaToJIOTMYECKUX M3MEHEHUH, BCIEICTBHE
4yero ObLI MOCTaBJIEH JUarHo3: ajuiepruyeckuii orek. Hasnauen cynpactus 1 pa3 B ieHb B T€UEHUE
He/lelnu M UXTHojoBas Masb. JleueHune 3¢dexra He MpUHECTO M3-3a YEro PelIii oOpaTUThCS 3a
KOHCYJIbTallMel K XUpYypry-TpaBMarosory. Bpauom Obul poBesileH OCMOTpP U MOCTaBJIEH AUAarHo3:
MHKaICyJIMpoBaHHOE HHOpoaHOoe Teno. [Ipu 6omsax pekomenaosansl HIIBC, 1 pa3 B 1eHb HAHOCUTH
Ma3b BHIIHEBCKOTO M BaHHOYKU C Temiol Bomoi. Uepe3 mosrona Obljla Ha3Hau€Ha OIeparus.
Opnnako 6omu cTanu CWiIbHEEe M 1mociie (U3NYECKOH Harpy3ku OTMedaluch cyioporu. ITosromy
peluan oOpaTUThCs MOBTOPHO K Bpauy JIETCKOMY-XUPYPry JeTCKoil o0nacTHOM OonbHuULEL. B x071€
KOHCYJIbTAIlMM KOTOPOro, ObUTO pexkoMeHaoBaHO mpoBeaeHune Y3U wmsrkux tkaned u LIJIK, c
JanbHEHIIeH TOBTOPHOM SIBKOW Ha KOHCYJIBTAIHIO yiKe ¢ pe3ynbTaTamu. [lo pesynsratam Y3U Obita
BbIsIBIIeHa (hi1e0dKTa3Msl TMOJOUIBEHHOM MOoBepXHOCTH 4 mamnblla mpaBoil crombl (puc. 2). Ilpum
MOBTOPHOM KOHCYJIbTAallMU OBLI MOCTaBJIEH NpPEABApPUTEIbHBIA JMArHo3: HeBpuHOMa MoOpTOHA U
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BTOpUYHas (¢ueOdKTa3us TMOJOMIBEHHOW TMOBEPXHOCTH 4 manmblia crombl. Bpadom Obuta
pexkomenioBana DOHMI', pesynbTaThl KOTOpOH OKa3anuch B HopMme. Ha3zHaueHa KOHCYJbTalus
HEBpOJIOra, KOTOPBIM BBICTABWII CIEAYIOIIMI JMArHO3: YMEPEHHBIM BsUIBIA IApe3 pe3nuyallbHOTO
XapakTepa npaBod HUXKHEH KoHeyHocTH. C ydyeToM BCell MMEIOLIeHCs KIMHUYECKOW KapTHHBI,
HeBpruHOMa MopToHa ObuTa He UcKIoYeHa. PekomenmoBano nposeneHne MPT mpaBoit crombl u
JanpHeHmas KoHCynbTaius Heipoxupypra. Ilo 3aximrouenuto MPT BeisiBiena ¢rneboanrnoskrasus
oAOIBEHHONW mnoBepxHOcTH. llocime wero IlanmeHT A m ero MamMa NOBTOPHO 3alMCAINUCH Ha
KOHCYJIBTAIIMIO K Bpady AeTckomy xupypry. Ilo pesynpraram mpuema Bpaya ObUI CHOBA TOCTaBIICH
JMarHo3: WHKAICyJIMpOBaHHOE HHOpoAHOe Teno (crekio?). IlpumoOpeTeHHas aHTHOHEBpPOMA.
Hasnauena  onepauus: ymaneHue  uHOpoaHoro  tema. Ilepen  omepauuein  aeBOYkKa
[IPOKOHCYJIFTUPOBAHA JIPYTUM XHUPYPIOM 3a KOHCYJIbTAlME, KOTOPBIA ONpPOBEPT AUArHO3
MHKAICYJIMPOBAHHOTO HHOPOIHOTO TeJa ¥ MPEJIOKIII TOPOTOCTOSIIIEE JISYCHNE CKIIEpO3aHTaMu 0e3
rapanTuii 3¢p(HEeKTUBHOCTH, TIO3TOMY POJIUTENN peOCHKA MPUHSIIU pellieHrne 00paTUThCS K APYyromMy
Bpauy. Clenyromuidi CHenualucT IOCTaBUJI JIMarHo3: AaHTMOJMCIUIa3usl MpaBOdl CTONbBl U
PEKOMEHI0BaJl MPUMEHEHHUE Tejleil TPOKCeBa3WH, UHAOBAa3HH, OBICTPYM Iellb MECTHO 110 3-X pa3 B
neHb, npu Oonsax - mpumenenne HIIBC. Bpuio pekomMeHIOBaHO OOpAaTHTHCS K 3aBEAYIOLIEMY
OTJIEJICHUEM JIETCKOW XUPYpPrUU 3a KOHCYJbTallUEW, KOTOpas yCTaHOBHWJIA JIMAarHO3: JIOKaJbHas
AQHTHOJIMCILIA3MsI TMPABOM CTOMBI MaJbIX pa3MepoB. PekoMeHmanuu: anmivkKalud TH30Jb C
npocnuauHoM 3%, yepenoBaTh ¢ TU30JEM C TUKIOPeHaKoM 6-8 pa3 B CyTKH TOHKHM CJIOEM, IpH
BBIpa)XEHHOW 001 HYypOo()eH, BO3BBIIICHHOE MOJIOKEHIE KOHEUHOCTEH, SIBKa HAa OCMOTp 4epe3 6 Mec
c pesynbratamu Y3U obpa3zoBaHus.

[Tockosbky 00JIEBOM CHUHAPOM COXPAHSIICS, POAWTENIN peOCHKA OOpaTHWIIMCh K TUIATHOMY
cnenuanucty ¢edonory, KOTopslii BBEN B oOpa3oBanue aunpocnan B oobeme 0,5 min. Ha HekoTopoe
BpeMs 0OJIM MPEKPATHIIHCh, 9YTO OOBSCHSICTCS CHATHUEM OTEKa, KOTOPBIM CIIaBIUBAI OKPYKAIOIINE
TKaHHU U COCYAUCTO-HEpPBHBIE 00pa3oBaHus JaHHOW obmacTu. OQHAKO MO UCTEYeHUH 6 MeC. CHOBa
MOSIBIJIUCH 00JIM B MecTe 00pa30oBaHMsA NMPH (PU3NUECKON HArpy3Ke U MOcye Hee, a TAaKXKe CyA0poru
3-4 nmanpIa IpaBoOM CTOIIBI.

Puc. 1. 'emanrunoma I11-1V manena mpaBoii CTOIEI

HITACHI RafiRoad
Ay ad Hospital, Ekaterinburg M_Dgcd;’ 08:00.05

5/0/A/6 CG:49 M/1/LI3/4/8 350/6.0M .No.4a2/47

I
80:4 ‘5”:::4 Peripheral Venous 36mm
L74M Color Map:2 Ftow lnvert  BVolume

Puc. 2. Y31 remanrunomsr [11-1V nansma nbaBoﬁ' cTombl
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Puc. 3. MPT remanruomsi [1I-1V nansua npaBoit cTons!

[TanmenTka A 1 ero MamMa oOpaTHIIUCH 32 KOHCYJIbTAIMEH K Bpady CEpIeIHO-COCYAUCTOMY
XUPYPTry, KOTOPBIN MPEAIOI0KIII IUArHO3: FreManruoma 3-4 najblia cTonsl, nposen Y 33U u HazHaunn
MPT. Ha VY3U wmsarkux TtkaHed ObUIO caenaHo cieayromee 3akitoueHue: Y3U-mpusnaku
oOpazoBanus mpaBoil crombl. [lo MPT-uccnenoBanuio ObLIO OMpENENieHO MYJIbTHIOKYISPHOE
KHUJIKOCTHOE JOOPOKAYECTBEHHOE 00hEeMHOE 00pa3oBaHue (FeMaHTHOMA) B O0JIACTH ITOIONIBEHHON
u OOKOBOH CTOpoH 4-ro majblla U B OCHOBaHMM 4-T0 W 3-T0 manbleB (K3aaud AOCTUTas
TUTFOCHEpaTaHTOBBIX  cycTaBoB) (puc. 3). I[lpuy TOBTOpPHOW KOHCYJbTAIlMM Bpada CEepACYHO-
COCYAMCTOTO XUpypra Obljia Ha3HauUEHa Olepalus- yaajJeHue reMaHruoMbl. B pesynbpraTe onepanuu
reMaHruomMa Obllla W3BJICUCHA, IO pe3yjbTaTaMm Ouonchu Oblla OTpeselieHa KaBepHO3Has
reMaHIMoMa.

OBCYXJIEHHUE

JIlaHHBII KIMHUYECKUH cllydail JEMOHCTPUPYET OCHOBHBIE TPYAHOCTU NHPHU IMOCTAHOBKE
JMarHo3a Takoro 3a0oseBaHus, Kak TIyOokas (OpMbl TéMaHTHOMBI. J[MarHOCTUYECKast CIOXKHOCTD,
C KOTOpPOW MOXET CTOJKHYTHCS KIMHUIIUCT 00O CIenuaIbHOCTH, 3aKI0YaeTcss B TOM, YTO
reMaHruoMa TriyOOKOJeXKalUuX MATKUX TKaHEH MOXET WMHUTHPOBATh KIWHUKY JPYTroro
3a00s1€BaHus, HAMMPUMEpP, TAKUX KaK aJlJIEPTUYECKUN OTEK, WHKAICYJIUPOBAHHOE MHOPOJHOE TEJO,
HeBpHHOMa MopToHa, BTopruHas ¢ie0dKTasus, JJOKaIbHas aHTMOJUCIIA3HsI, YTO 3aTSITUBAET CPOKU
Ha3HAYeHMs aJeKBAaTHOW KOHCEPBATHUBHOM TepamuH M XMPYpPrHUecKoro BMmemarenbcTBa. Y3U He
BCEr/la CIOCOOHO TMOMOYb MOCTaBUTh MPABUIBHBIA JTUArHO3 MPH TIYyOOKO pacHoJOKEHHBIX
reMaHTHoMax, 03TOMY, IpaBuiIbHee OyaeT mpoBoauTh MPT nist 6onee Tounoi quarnoctuku. [pu
CBOEBPEMEHHOM JMarHOCTHKE U HA3HAYEHHUH MPOTPAHOII0NIa peOCHKY, BO3MOXKHO ObLIO OBl 000UTHCH
KOHCEPBATUBHBIM METOJIOM JICUCHHUSI.

BbBIBO/bI

1. Heo6xomuMo MOMHHTH, YTO "30JOTHIM CTaHAAPTOM' JIEYEHUS TEMAHTHOM SIBJISICTCS
MIPOMPAHOJIOI B BO3PACTHOM 103UPOBKE.

2. IIpu MecTHOM OTE€Ke HEOOXOAMMO Ha3HAYATh MEPOPATLHBIE TITFOKOKOPTHKOCTEPOHUIBI.

3. Tlpu HeapdeKkTUBHOCTH [-aApeHOOTOKATOPOB HEOOXOJUMO KOMOMHHPOBATH HX CO
CKJIEpO3UPYIOLIEN Teparuei.

4. Tlpu crnoxHBIX, TITyOOKONEKAIUX TeMAaHTHOMaxX MSTKHX TKaHeH, koraa HeT 3¢dekra ot
Tepanuu [-ampeHoOIOKaTOpaMH W CKJIEpOTepanvy, TOKa3aHa XUpypruueckas orepanus Io
yIaJeHHUIO TaHHOTO MAaTOJIOTMYECKOTO 00pa30BaHHUS.

5. Ha ceronusmHuii IeHb B JTUTEpaType OMHCAHBI JUITh €ANHUYHBIC KIMHUYECKHUE CITydan
TeMAaHTUOMBI TITYOOKOJEXKAIMX MSITKUX TKaHEH, 4To TpeOyeT KyMYJSIHH JAHHBIX COCYAUCTBIX
o0pa3oBaHMil.
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AHHOTALUA

Beenenmne. VIXTHO3bI — 3TO rpynmna peIKUX TEHETHYECKUX 3a00JIeBaHUH C MHMPOKUM (DEHOTHIIMYECKUM CIEKTPOM,
XapaKTepU3yIOUIMXCS Yalle BCEro reHepaJIu30BaHHBIM THIIEPKEPATO30M U IISNYIICHUEM ¢ BapuabenbHOH spuTemMoil. B
OCHOBE IIaTOTEHE3a BPOXKJIEHHOIO MXTUO3a JIEKAaT U3MEHEHHE CTPYKTYpbl KEpaTHHAa U €ro TUIEPIPOLyKLUS.
deHoTUnMYeCcKasi TeTepOoreHHOCTh UXTHO3a SBJSIETCS PE3YJbTATOM MHOIOYMCICHHBIX BAPUAHTOB I'€HHBIX MYTALUH,
KOTOpbIE€ IPUBOJAT K HApyLICHHIO TIOMEOCTa3a 3EpHUCTONO U POrOBOIO CIIOEB, BBI3BIBASL CTPYKTYPHBIE U
(YHKIMOHANBHBIE HapyIIeHUs] KOXKHOTO Oapbepa. Jlnar€os B OOJBIIMHCTBE CIIy4aeB YCTAHABIMBACTCS cpasy IIOCIe
POKIEHUS HA OCHOBAaHUM KIMHUYECKUX AaHHBIX. OCHOBOM JIeUEeHUS SBISIOTCS NPABUIBHBIA YXOJ 3a KOXKEH, peryJspHoe
ee yBII@KHEHHWE, NpeaynpexaeHne uHounuposanus. Lleqs mccaenoBanusi — onucath 0COOCHHOCTH KIMHHYECKOTO
TEUEHHMsI, IMATHOCTHKH M TEPANNH CEMEHHBIX CITy4aeB BPOXKAEHHOTO NXTHO3a. MaTepuaJ u MeToabl. VMicTropun 6one3nn
MAIMEeHTOB C BPOXKJICHHBIM UXTHO30M. PesysibTaThl. B cTaThe onMcaHbl KIMHUYECKHE CIIy4au BPOKIEHHOTO UXTHO3a Y
JIByX MaJbUYHKOB U3 OJHOHN CEMBH, POXKICHHBIX C pa3HuIeil 8 jer. Ha MOMeHT poxkaeHus y 060ux JeTel 0TMevYalnuch
CX0XHe KIMHHYECKHEe TPU3HAKU M XapakTep TeueHHs 3a0oieBaHusa. BuIBoabl. Y neTell B JaHHOW ceMbe MPOSBIIIACH
TeHeTHYeCKH Oyin3kasi GopMa BpPOXKIEHHOTO MXTHO3a. bilaronapsi CBOeBpeMEHHO HauaToil KOMIUIEKCHOW Teparuu 1
[IPaBWIBHOMY YXOJY OTMEUaJach CYIECTBEHHAs M10JI0XKUTEIIbHAS JUHAMUKA.
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Abstract

Introduction. Ichthyosis is a group of rare genetic diseases with a wide phenotypic spectrum, characterized most often
by generalized hyperkeratosis and peeling with variable erythema. The pathogenesis of congenital ichthyosis is based on
a change in the structure of keratin and its hyperproduction. The phenotypic heterogeneity of ichthyosis is the result of
numerous variants of gene mutations that lead to a violation of the homeostasis of the granular and horny layers, causing
structural and functional disorders of the skin barrier. In most cases, the diagnosis is established immediately after birth
based on clinical data. The basis of treatment is proper skin care, regular moisturizing, prevention of infection. The aim
of the study is to describe the features of the clinical course, diagnosis and therapy of familial cases of congenital
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