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2[Y «/A\YTOHCKUIN rOCYAQPCTBEHHBIN MEANLHCKUIA YHUBEPCUTET?

CeMeVHbIN CAYHOW PA3BUTHASI BROXKAEHHOM
MXTNO3NPOPMHOW SPUTPOAEPMINM BPOKa
B HECKOABKMX MOKOAEHWSIX

CriesiaHa TOMBITKA TIPOCIEUTD B IIPEeiaX OJHON ceMbU 3a00JIeBAEMOCTD BPOKIEHHON MXTHO3U(MOPMHON 3pUTPOJEpPMUE
Bpoxka, npogsisionieiics ¢ nopakeHUEM CEPJeYHO-COCYMCTOH, IEeHTPaJIbHON HEPBHON CHUCTEM, a TaKKe OINOPHO-

ABUTaTEJbHOIO allllapaTa.

Kirouessle ciioBa

VxTros, BposkeHHast UXTHO3UMOpMHast apuTpoaepmMusi bpoka, renozepmaros, (hakoMaTos.

I‘eHoaepMaTosm SIBJISIIOTCST  HACJIE/ICTBEHHBIMU
3200JIEBAaHUSIME KOKH, BKJTIOUAIOTIMU TTOPSI/I-
Ka COTHU HO30JIOTMUECKUX (POPM, TIPOSIBJISIIOIIUXCST
HapyIIeHreM OPOTOBEHWS U TTMTMEHTAIINH, JICTPO-
(buueckMU U3MEHEHUSIMU KOXKHU W €€ MPUIATKOB,
HEBOW/IHBIMU W OITYXOJIEBBIMU TIpOIlecCaMM. ITa
npobsiema TpebOyeT IeTalbHOTO U3YUYEeHUsT U Peliie-
HUST BoTpoca o peabusmrtarmu 60abHbIX. /lepmaro-
3bl JIAHHOW TPYIIIIbI JIOBOJIBHO YaCTO COUYETAIOTCS C
3a00JIeBaHUSIMI HEPBHOI, SHIOKPUHHON CHCTEM
(pakomarossr). OgHuM u3 Takux 3abojeBaHUI
SABJISIETCST UXTHO3 — HACJIE/ICTBEHHOE 3a00/IeBaHIe
KOKHU, Xapaktepusymoieecs Anddy3HbIM HapyIie-
HIIEM OPOTOBEHMSI 10 THITY THIIepKeparosa ¢ oOpa-
30BaHMEM Ha KOKe YelryeK, HATOMWHAIONUX PbI-
6p1. YacToTa BCTPEYaeMOCTH MaTOJOTHI COCTABJISI-
er 1:300000 [2, 10, 11].

HecmoTps na T0, 4TO BPOXKAEHHDBIN NXTHO3 B-
JISIETCSI OTHOCUTEJILHO PEAKIM 3a00JI€BaHIEM KaK B
euaTpUyYecKoi, Tak 1 IePMaTOJOTUYEeCKON TTpaK-
THKE, WX aKTYaJbHOCTh BBICOKA M OOYCJIOBJIEHA
TAKEJBIM KINHUYECKUM TeUYeHUEeM, HepeaKo MpH-
BOJIATINM K MHBAJINU3ANUN TAIUEHTOB, CJI0KHOC-
TBIO pacnio3HaHuA 1 AuddepeHmaabHoNi Tnarnoc-
TUKH, PE3UCTEHTHOCTHIO K MPOBOAMMOI Teparuu,
HEOOXOMNMOCTBIO TIOCTOSTHHOTO  MEIUITITHCKOTO
koHTposst [2, 9]. CuenoBaTesibHO, HAKOIJIEHHBIE
3HAHUSA TI0 TAHHOHN HO30JOTUH MO3BOJSAT CBOEBpe-
MEHHO YCTAaHOBUTDb KJITMHUYECKHUH JIMarHO3 U Ha3Ha-
YUTH JIeYeHne, KOTOPoe CMOXKeT He TOJIbKO CIacTh

JKU3Hb TAIMEHTOB, HO U YJIYYIIUTh €€ KauecTBEeH-
HYTO COCTaBJISIONIYIO.

Boipensior caemytotiue hopMbl UXTUO3A: BYJIb-
rapuyio (ayTOCOMHO-JOMUHAHTHBIN THUI HACJE0-
BaHUs), X-CIEIUIEHHYIO PEelleCCUBHYIO (CaMOCTOSI-
TerbHasA opMa), NXTHO3 TIIO/A, BPOKIACHHYIO UX-
TUO3U(MOPMHYIO 9PUTPOAEPMUIO (JTaMEJIISIPHBIN 1
AMUACPMOJUTHUECKAN UXTHUO03), OAHOCTOPOHHIOIO,
JIMHUAPHY0 OrrOatoILy0, UTJUCTYI0. TakKe UXTH-
03 MOJKET JIOTIOJTHATD B KA4eCTBE O/IHOTO M3 CUMII-
TOMOB TaKWe HACJe/[CTBEHHbIE CUHAPOMBI, Kak He-
teptona, Pedcyma, Pyna, Illerpena—Jlapccona,
Tomre 2-ro Tuna u apyrue [8]. ITu HACTEICTBEHHbBIE
CUH/IPOMBI KJIWHUYECKU TIPOSIBIAIOTCS HE TOJBKO
UXTHO30M, HO U TIOPa’KEHUEM JIPYTMX BHYTPEHHUX
OpPraHoOB W CHUCTEM, B YAaCTHOCTU HEPBHON CHC-
TEMBI.

Tax, usBectuoiii cungpom Ilerpena—Jlapccona
COIPOBOXKIAETCS UXTUO30M U HEBPOJIOTUYECKUMU
HapYNIEHNSIMN — CIACTUYECKUMU TapaTrudaMH,
osuropeHuei, JereHepaTUBHbIM PETUHIUTOM, aMO-
guonmeii. Cunapom Pedcyma xapaktepusyercs
COYETaHMEM UXTHO3a C IMIePTPO(PUIECKON MOJIU-
HelporaTreil, MO3:Ke4KOBOUM aTakcuel, TJIyXOTOH,
ATUTTUYHBIM TTUTMEHTHBIM PETUHUTOM, a TaKKe
namenernsmu JKI. Bosnee nommmopdnasg kiamam-
YyecKasl KapTUHA ITpeJICTaBeHa mpu cuHapome lorre
2-ro Tuma. Hapsamy ¢ mXTno3oM y manneHToB 0TMe-
YyaeTcs BbhIPAyKEHHAsT HEBPOJIOTUYECKAS CUMITTOMA-
THKAa B BUJE TJIa30/IBUTATEIBHBIX PACCTPOICTB
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(cTpabusm), CIACTUIECKUX TTapaTuveil ¢ KOHTPaK-
TYpOl CyCTaBOB.

[TepBble MpU3HAKKH OOBIYHOTO MXTHO3a B BUJE
CYXOCTH U TIEJNYTIEeHNsS TTPOSBISAIOTCS Ha TPEThEM
MecsIle JKU3HU WU HEeCKOJIbKO T03Ke (B Bo3pacTte
2—3 net). Pa3BuBaroTcs mocTeneHHo, I0CTUTas MaK-
CUMyMa K TIepUO/y TI0JI0BOTO co3peBanu:d. [loMumo
crennUIecKuX KOKHBIX U3MEHEHUH, y TaKMX Ta-
[UEHTOB OTMEYaloTcsl (DYHKIMOHAJIbHAS HE0CTa-
TOYHOCTH 3HJOKPUHHON cucTemMbl (IUTOBU/IHOM,
MOJIOBBIX JKeJe3), CHIDKeHue aKTUBHOCTU B- u
T-K1€TOUHOTO UMMYHUTETA, CKITOHHOCTD K aJIJIEPTU-
YeCKUM 3a00JIeBaHUSAM, HU3Kasi COMPOTUBIISIEMOCTb
K ITHOKOKKOBBIM M BUPYCHBIM HHMEKIUsM |5 ].

[Ipm Bcex hopmax UXTHO3a CTPAAAIOT TTPOIECCHI
TEPMUHAJIBHOW KJIETOUHOU MudbepeHnnpoBrrn u
OPOTOBEHWSI AMHUEPMHUCA, YTO OOYCJIOBIEHO My TallU-
AMU MO0 HapyIIeHneM 9KCIPECCHU TeHOB, KO-
PYIOIIUX Pa3jndyHble TUTIBI KepaThHa [2], a Takxke
NIpyrre Mapkepsl Tu(depeHImpoBKU — CTPYKTYP-
Hble [IPOTEUHBI KJIETOYHOH 000104KK (JIOPUKPHUH,
WHBOJIIOKPUH ), TPOMEKY TOUHBII (hJTaMeHTACCOITH -
WPOBAHHBIN MTPOTENH — MTPOMUIATTPUH, (hepMEHTHI,
YYaCTBYIOIINE B KEPATHHU3AIIUN, — TPAHCTIIYTaMU-
Haza. Bo3MO;KHO BOBJIeUeH € PA3HOUMEHHbBIX TE€HOB,
4TO OOBSICHSAET IIMPOTY CIIEKTPA KIMHUYECKHX TIPO-
siBJIeHn 3aboneBanus [ 1, 2, 4, 6,7, 9, 10].

Krunnyeckas kapTwHa BYJIbrapHoTrO WXTHO3a
xapakrepusyercst g Gy3HbIM TTOpaskeHeM o01I1e-
T'0 MOKPOBa ¢ HAUGOJIBIITM BOBJIEUEHHEM B ITPOIIECC
KOKH PasrudareIbHbIX MOBEPXHOCTEH KOHEYHOC-
Tell (KOJIEHHbIE W JIOKTEBbIE CYCTaBbI) MPU OTCYT-
CTBUU TIOJOOHBIX M3MEHEHUH Ha CcrubaTebHBbIX
MMOBEPXHOCTSIX TeX K€ KOJEHHBIX U JJOKTEBBIX CyC-
TABOB, IOJIMBINIEUYHbIX BHAJAMHAX W KOXKU IIEH.
Crenndurka TaknX KOKHBIX TTPOSABICHIH 3aKITI09a-
€TCsl B PA3JIMYHOI CTEIEHU BBIPAKEHHOCTU HACJIO-
eHUs YellyeK pas3JNJHoOro pa3Mepa U IBeTa OT
6eJIoTo 10 YepHOTro, OuIaroaapsi 4eMy Koska CTaHO-
BUTCA CYXOM M NIepIIaBoil Ha ONIylb. B geTcKoM
BO3pacTe BOBJIEUEHUE B TIPOIIECC KOJKU JIHI[A BCTPe-
YaeTcs PEIKO, TOT/A KaK Y B3POCJBIX MOJKET HabJIio-
JaThesl mieyiieHre j6a u ek, Jdacto ObIBaOT
MOPa’KeHBl TPUAATKYI KOKH, HOTTEBBIE TLITACTHHKHU
CTAaHOBSTCSI CyXUMU U JIOMKUMH, IIEPOXOBATHIMH,
nehopMUPOBAHHBIMHE, BOJIOCHI UMEIOT TEHIEHITUIO K
HUCTOHYEHWIO U Pa3PEKEHUIO.

X-clernieHHblil UXTHO3 OBLI BbIIEIEH U3 BYJIb-
rapHOTO UXTHO3a HA OCHOBAHWY PE3YJIBTATOB THUC-
TOJIOTUYECKUX U TEHETUUEeCKUX WCCIEeTOBAHUMN.
OcHOBHBIM /1e(heKTOM SABJSIETCS AeDUIUT CTEPOJI-
cynabdartasbl U apuiacyabdarTasbl, TPUBOIIANINX K
OTJIOXKEHUIO B aNuIepMIce N30BITKA X0JIeCTeprHA
cynbdara, peTeHITMOHHOMY TUTIEPKepPaTo3y W Ha-
PYIIEHUIO MpoTieccoB aeckBamaruu. [1pu rucrodio-
TUYECKOM HCCJIeTOBAHNU, B OTJIMYHNE OT BYJbTap-

HOTO UXTUO03a, 3€PHUCTBHIN CJOU yTOJIIEH, a He
uctoHuex [5, 11].

Nxtnos mnoaa (mmoa ApJaekuHa) IpecTaBIasIeT
c060ii 0co0yI0 (POPMY UXTHO3a, HECOBMECTHMYIO C
KU3HBIO. PeOEHOK, KaK TIPABUIIO, POSKAAETCS IPEIK-
JIEBPEMEHHO U JKUBET He H0JIee HECKOIbKIX HEZIEb.
3abosieBaHIe UMEET Ay TOCOMHO-PEIeCCUBHBII THIT
HacJeI0BaHMsi, 00YCIOBIEHHbBIN MyTallueil B TeHe
ABCA12. TIposiBisietcst 0OpasoBaHUEM TOJICTOTO
HAHIUPST M3 MHOTOYNCJIEHHBIX YEeITyeK ¢ TJIYOOKH-
MU TPEIIUHAMH T10 BCEil TOBEPXHOCTH OOIIEro
MMOKPOBA U COYETAETCS C HEIOPA3BUTHEM BHYTPEH-
HUX OpraHoB. Takue HOBOPOK/IEHHbBIE Yallle BCErO
oruGaoT OT BTOPUYHON MHQEKIMH, HEJOCTaTOY-
HOCTU TUTAaHWS, TSOKEJIOW aHeMWUM, HapPYyIIeHUs
KPOBOOOPAIIEHHS NI TI0Y€YHOI HEOCTATOTHOC-
T 5, 11].

Bpoxnennas wuxtnosudopMmHas 3IPUTPOIEP-
Must — hopMa BPOXKAEHHOTO UXTUO3a, OTJINYAIONIA-
SCsT OT BYJIbIAPHOTO UXTUO03a HAJIMYKMEM BOCIIasIe-
HUSI ¢ POsKIIeHNs1. Pasinyalor /Ba ee Tvna — HeOyJI-
Jie3Hblil u Oysesnbiil. HebOyuiesHast BpOKIeHHAsT
UXTUO3UMOPMHAST IPUTPOJIEPMUST TIEPEIAETCS 110
ayTOCOMHO-PEIECCUBHOMY TUITY HaCJIETOBAHUS,
MPOSIBJISIETCST HApYIIEHUEeM OPOTOBEHUs KOXKHU,
COTIPOBOJKIAIOTINMCST CUJBHBIM TIETyIIeHueM ¥
apuTpoiepmueii 6e3 (hopMUPOBAHUST MTy3bIPEH IPH
posknenun [3, 6, 8].

Bynnesnas BposkaenHass uxTuozudopmHas
APUTPOIEPMUS HACTEIYETCS TT0 ayTOCOMHO-/TOMHU-
HAHTHOMY TUITy U TPOSIBJSETCS 2PUTPOJEPMUEN,
[poTeKalonieil ¢ oOpasoBaHreM ITy3bIpeil, HaIuuu-
em cumnToma HUKOIbCKOTO, TUTTEPKEPATOTUYECK -
MU JUHENHBIMU odaramMu. Koska jamoneil M cTom
yToJilieHa, GeIoBaTOro I[BETa, 9KTPOIMOHA HET.
Wcxons 3 Toro, 9TO Yy HOBOPOKIEHHOTO Ha (PoHe
APUTPOJIEPMHH BO3MOKHO HajM4re OOJIBIIOTO KO-
JIMYeCTBA My3bIPEN U 9PO3WUIA, TaHHOE COCTOSHUE
MHOT/a OMUOOYHO PACIEHUBAIOT Kak OyJIIe3HbIIT
AMUEPMOIII3 WJIN CUHPOM CTA(PUIOKOKKOBOH OTII-
nmapeHHol koxu. ITo okoHUaHWUM Teprojia HOBO-
POSKIEHHOCTH 0Opa3oBaHIe My3bIPeil MpeKparaer-
CsI WJIN OHU CTAHOBSITCS] €[[UHUYHBIMU, & TEHEPAJIU-
30BaHHBIN TUTIEpKepaTo3 ycuausaetes [2, 11, 12].

Takum 006pa3oM, KIMHUYECKast KAPTHHA HXTHO3a
npexycMarpuBaeT AUMGy3HOE TOpakeHne KOKH,
KOTOPOE HEPEJIKO COUETAETCS C MOJUOPTAHHOM He-
JIOCTAaTOYHOCTHIO M Pa3BUTHEM HEBPOJOTUIECKUX
HapyllleHU# Kak IeHTPalbHOM, Tak u nepudepu-
4YeCKOU HEPBHOU CUCTEMBI.

[TaTodusmnosornueckrie MeEXaHU3MbI YKa3aHHBIX
OCJIOKHEHUH CJIOKHBI, OHW, BEPOSATHO, CBSI3AHBI C
HapyIIeHNeM BEereTaTUBHON, HEPBHO-TYMOPAJIbHOI
PeryJisiiiii, TOPMOHATbHBIMU, METabOJIMIeCKUMU
U3MEHEHUSIMU B OpraHW3Me, BbI3BAHHBIMHU aHO-
MaJIbHBIM CUHTE30M KepaThHa.
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Jls nnmocTpanuy 0coOEHHOCTEN KIMHIYECKO-
rO TEYEHUsT UXTHO3a TPUBOUM COOCTBEHHBIE KJIH-
HUYeCKHe HaOJII0IeHIISI.

Bonvnou I, 1978 roma poxkaeHUs, WHBAJIU
TpeTheil rpymibl. IIpu obpanieHnn K 1epMaToJiory
(12.07.2012) xamoBajicsa Ha TOKpacHeHUEe KOXKH,
CYXOCTb, IeJyIIeHUE, CTATHBaHNE, c1aboCTh B HO-
rax, 6oJIbllle B JIEBOH, GOJIb B CIIMHE 10 XO/Y TPY/I-
HOTO U MOSICHUYHOTO OT/IeJIOB TIO3BOHOYHUKA, YCH-
JIMBAIOIILYTIOCS TIPU X0/ib0€e U HarpysKax, 0oJie3HeH-
HOCTb IE€PBOTO MaJblla JIEBOI CTOIIbI, OHEMEHUE
HUKHEH TIOJIOBUHBI TeJa, 3aTPYAHEHHOE MOYEHC-
IycKaHue.

M3 anamuesa 3a00JieBaHUST: MOPAKEHNE KOXKH
obHapyskeHo npu poskaenun (1978), ycranosien
JIMATHO3 BPOJKJEHHAS MXTUO3U(OpPMHAS 3PUTPO-
nepmust Bpoka. B cembe 210 3a60sieBanme OBLIO y
oTIa, mpababyIIKK 10 OTIIOBCKON JIMHIK, POAHOM
cecTpbl (MHBAMU] eTcTBA). B Bo3pacte 12—13 net
Hayaiu OeCIlOKOMTh MeJIKMEe CyCTaBbl KHUCTeil ¢
nocyaenyiomeil ux pedopmaiueil 1 HapylieHHEM
dbynknun. C 15 JeT nepuojuvecKu cTajia TosB-
JSAThCsT GOJIb B TIO3BOHOYHKKE JIABSIIIIETO W TIEPHO-
JIMTIECKH CTPEJIAIONIETO XapaKTepa, COTTPOBOK/IAIO-
niasicss MOTEMHEHUEM B TJia3aX, 3aTpyJAHEHUEM
X01b0bI. B 9TOM 3Ke Bo3pacTe cy4ailHO BbIsIBJIeHA
MPOTEUHYPUS, 3aTPYIHUIOCH MOYEUCITYCKAHIE,

Haxoauiicst Ha aucnancepHoM HaOIIOAEHIH 110
MECTY JKUTEJbCTBA IO MOBOMY UXTHO3a. HeomnHo-
KPaTHO TIPOXOANJT aMOYJIATOPHOE U CTAllMOHAPHOE
neuenue. [leproabl 060CTPeHMIT CMEHSLINCD TIEPU-
oJlaMU YJIYUIIEHW, HO OTMEYaJ0oCh MOCTENEeHHOe
nporpeccupoBanue GOJIE3HU € TPOSIBIEHUSIMU KaK
CO CTOPOHBI KOJKU, TaK U JPYTUX OPTaHOB.

[Ipu HEBpOJIOrMUECKOM OCMOTpPE: aCTEHU3UPO-
BaH, COCPEIOTOYEH Ha CBOWX OIIYIIEHUSIX 1 3a001€-
Bauuu. Yeperubie HepBbI 6e3 ocobenHocTel. Cyxo-
JKUJTbHBIE U TIEPUOCTATbHBIE PedhieKChl: ¢ pyk D =S,
JKUBBIE; KOJIEHHbIe — D > S, 03KUBJIEHBI; aXWILIO-
Bbl — D > S, Boicokue. [ToBepXHOCTHBIE OPIOIIHBIE
pediekchbl cHUIKEHBI, TIyboKue OpromniHbie ped-
JieKChI O:kuBJieHbl. CTOIHBIX U KUCTEBBIX 11AaTOJIO-
rudeckux pediexcos HeT. AMuorpoduit Het. Cua
MBI — 5 0alIoB B pykax, 3,5 Gajla B HOrax.
[Toxomka mapeTwyHa, XOAUT ¢ TpocThio. ITpoba
PombGepra orpuiaresibHast. ATaKCUM B KOHEYHOC-
TSX HeT. [Wnaire3usi 1o TPOBOHUKOBOMY THUITY C
ypoBhst Th7 cummerpuuno. CHUKEHO CyCTaBHO-
MBIIIIEYHOE 4yBCTBO, OOJIbIE B JieBOil crore. Ta-
30Bble (DYHKIIMKM HAPYIIEHbI — 3a/I€PIKKA MOYH.

Status localis: KOXHBIIT TIPOIIECC HOCUT YHUBEP-
canpHBIN xapakTep. Koska rumepemmpoBana, yme-
penHo nauabTpupoBana. Berpaskena cyxoctb. Ko-
JKa TOKPHITa IJIOTHO CUASIIUME CePo-OyphIMU de-
myiikamu. B obsacti cycTaBHBIX TIOBEPXHOCTENR —
POroBble HaCJIOeHWs, B OOJACTH eCTeCTBEHHBIX

CKJIAJIOK — dPUTEMa, Tuiiepkeparos. JlajoHHo-mo-
NIOIITBEHHBIN TUTIEPKepaTo3 W Turepruapos. Hor-
TeBble IUIACTUHKU M3MEHEHBbI B IIBETE, /ehOpMHU-
poBambl. Bosiocs, 6poBu u pecHuiib B Hopme. Koska
squia pososad, cyxasd. CycTaBbl Kucreir 1ehopMu-
pOBaHHI.

O6cnenosanne: RW orpunarensnas. Hb —
1491/n,9p —4,7-102/m, llm — 0,9, J1 — 4,9 - 10%/1,
n—>5c¢—53,9—2,1—33,m—7,COD — 6 MM/u.
Mouesuna 14,0; 6umupyoun (obuuii) — 7; ATAT —
0,13; TumosioBass mpoba 3,1; raoKo3a 4,0;
061t 6esok — 84; anpOymMubl — 60; TII00YIMHBL —
40; obmmii ananus moun 6e3 narosoruu. T OTK
6e3 maToJoruu. JJIEKTPOHeHpoMHrOTpadust: nMe-
I0TCS IPUBHAKU HAPYIIIEHUS TIPOBEIEHUS UMITYJIbCA
B KOpenikoBbix ot/enax L5-S1 cieBa. Henb3st nck-
JIOUUTH 3AMHTEPECOBAHHOCTD MUPAMUHOTO MY TH C
JIBYX CTOPOH. MarHUTHO-Pe30HAHCHAS TOMOTpadust
IPYIHOTO OT/IeJia TI03BOHOYHUKA: IIPU3HAKU CKO-
JIM03a, croHauIe3a, Ha yposue /I18-/19 B cmumnnom
MO3Te BU3YaJIU3UPYIOTCS MEJKHUE eIMHUYHbIE 04a-
Tl C YeTKUMU KOHTypaMu. MarHuTHO-pe3oHaHCHAs
ToMorpadust OSICHUYHO-KPECTIIOBOTO OT/IeJIa 103~
BOHOYHHUKA: HAYaTbHbIE TIPOSIBIEHNS OCTEOXOHIPO-
3a TIOSICHUYHO-KPECTI[OBOTO OTJIEJIa C IPOTPY3USIMU
mucko L3-L4, L5-S1. MaruurtHo-pe3oHaHCHas
ToMOrpadust TOJIOBHOTO MO3Ta: OYaroBbIX U3MeHe-
HUI He BBLISBJIEHO.

HesponatoJior: BposkeHHast MXTHO3U(MOPMHAST
sputponepmusg bpoka, ocioXHeHHas CUCTEMHBIM
BACKYJIUTOM C TIOPa’KEHUEM COCY/IOB ITOUEK U CITHH-
HOTO MO3Ta, BTOPUYHBIN MUETUT C YPOBHEM TTOpa-
sKeHust cerMeHToB [17-/18, ymMmepeHHO BbhIpaKeHHBIH
CTIAaCTUYECKWH HILKHUN Tapamnapes ¢ HapyIlieHueM
CTATUKO-JIOKOMOTOPHBIX (DYHKITNIA, Ta30BbIe HAPY-
meHns (3MU30bI 3aTPYAHEHHOTO MOYENCITyCKa-
HUSI, UMIIepaTUBHBIE MTO3bIBBI). OCTEOXOHAPO3 1103~
BOHOYHWKA, TPENMYIIECTBEHHO TIOSICHUIHOTO OT/Ie-
ja ¢ mporpysusimu auckos L3-14, 1L5-S1 (1o nan-
ueiM MPT), pediiekropHbiii 601€BOI CHHIPOM.

OdranbMoIor: JUCK 3PUTEIHHOIO HepBa bJie/-
HO-PO30BBIH, TPAHUIIEI YETKHUE, COCYIbI B XOIe U
KaauOpe He M3MEHEHBL.

TepareBT: cUCTEMHbBIN BaCKYJIUT € TOPaKEHUEM
COCY/IOB MOYEK; XPOHUUYECKUI ITHeJIOHePUT, MOYe-
BOU CUHIPOM, BTOPUYHAS HepOmaTHs.

TpaBmaToJI0T: OCTEOXOH/IPO3 C TPEUMYIIIECTBEH-
HBIM TIOPaKEHNEM TIOSICHUIHOTO U HIKHETPYIHOTO
OT/IEJIOB MMO3BOHOYHUKA, CTOHKUI 00JIeBOIl CUH-
IIPOM, BBIpayKeHHOEe HapyIIeHe OTIOPHON (QyHKITHN
u nBrskenus. HauanbHbie TIPOSIBIEHUS TIOJTMOCTEO-
apTpo3a ¢ MPEeUMYIIeCTBEHHBIM MMOPAKEHNEM MeJT-
KUX CYCTaBOB KUCTEH U KPYITHBIX CyCTABOB JIEBOI
HUKHEU KOHEYHOCTH.

B maHHOM KJIMHMYECKOM HaOJIOIEHUN WXTHO3
COTIPOBOKAAETCS TOPAKEHWEM TOYeK, MEJKUX W
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KPYITHBIX CYCTAaBOB KOHEYHOCTEH, TTO3BOHOUYHMKA,
CIIUHHOTO MO3Ta, TPEUMYIIECTBEHHO OGOKOBBIX 1
3a/IHUX KaHATHUKOB, CHUCTEMHOH BacKyJonmaTuein
(BackyMTOM). JTO XapaKTepusyeT MXTHO3 Kak
3aboJIeBaHIe, THUIUUPYIOIIEe CUCTEMHOE TIOpasKe-
HUE KOKH 1, BO3MOKHO, MTHBIX KOMITOHEHTOB COEJIH-
HUTEJIHbHOU TKAHU, CTPYKTYPHBIX IMPOTEUHOB KJie-
TOYHBIX 000JIOYEK.

boavnas C., 1982 rona poxkenusi, THBAJIW/IL JET-
cTBa, pojiHas cectpa 6osbroro 1. TIpu obpateHwm
K ZIepMaTOoJIOTy 3KajloBajiaCch HA CYXOCTh U TIOPasKe-
HUE KOXKU C BOBJICYEHUEM JIAZIOHEH U CTOT, U3MeHe-
HUSI HOITEBBIX ILUIACTUHOK, 00JIb B 00JACTU CepALa,
I03BOHOYHHUKA, 0COOEHHO OHEMEHHE PYK U HOT, TI0sIC-
HWUIIBI, TOJIOBHYIO 00Jb, GOJIBIIIE CJIeBa, CHUKEHUE
3PEHMS Ha JIEBBIH IJ1a3, MHOKECTBEHHBIHN KapHec.

W3 apamuesa: 60J1eeT ¢ pOKACHUs. YCTAaHOBJIEH
JIMarto3 BPOKAEHHON OyJiie3Hoil u3Tro3ndopm-
HoOI aputpoaepmun. HacsiectBeHHOCTD OTATOIIIE-
Ha: orell, npababyiiKa 1o OTIOBCKOI JIMHUU, POJI-
HOI OpaT MMerT Takoe ke 3aboseBanue. Haburo-
JTAETCST TT0 MECTY JKUTEJbCTBA.

B Bospacre 9—10 seT nmosgBunIack nepuogmdec-
Kast 60J1b B obstactu cepana. C 16-1eTHero Bospacra
[PUCOEMHUIACh PEryJisipHasi TOJIOBHast 0O0JIb.
Yydienuss HaCTyTalOT TOCTEe CeaHCcoB Maccaska
BOPOTHUKOBON 30HBI, KOTOPBII TPOBOIUT PETYJISIP-
Ho. B aTOM Xe Bo3pacTe cTajia OTMEUYATh CHIKEHIE
OCTPOTBI 3peHNUs JIeBOTO TJya3a. B 17-meTHeM BO3-
pacre, Kak 'y 6parta, BOSHUKJIN TIPOOIEMBI € TTO3BO-
HOYHUKOM (IIIEHHBIN OT/EN); ¢ 22 JIeT — MHOKECT-
BenHbIil kapuec. C 26 jiet 6ecriokouT 6OJIb B TOSIC-
HUIIE, KOTOPAsl MOCTEIIEHHO HAPACTAET, TOSIBUJIUCH
3arpyfiHeHusl pu XozabOe (CKOBaHHOCTH MBbIIIII
HIKHUX KOHeuHocTel). [Ipucoenmnnioch oneme-
HU€ BEPXHUX U HUKHUX KOHEYHOCTEN 1TOCIe CTPeC-
ca, OHEMEeHUe TeJia YCUJIMBAJIOCh BO BpeMsi cHa. Bo
BpeMsI TIEPBOIl U BTOPOiT GEPEMEHHOCTH OTMeYasa
YXYAILIeHUE — YCUJIIIach O60JIb B 006JIaCTH cep/ia 1
MOSICHUTIBL. /leTn 1ecTu u 9eThIpex JeT A0 HACTOS -
IIer0 MOMEHTA 37I0POBbI.

[Ipu ocMoOTpe MaAIMEHTKH: COCTOSTHUE YAOBJET-
BOPUTEJIbHOE, OIIPEJIEJISIETCS CKOJIMO3 B IIEITHOM U
MOSACHUYHOM OTAeNaX To3BOHOUHUKA. Al —
140/90 MM pT. CT., TOHBI Cep/Ila TPUTTYIIEHbI,
akctpacuctonusg, YCC 92 ynapa B MUHYTY, *KMBOT
[IPU TTAJIbIIAIME MSATKHiT, 6€300J1e3HEHHBII.

Status localis: Ha xoXe TYJOBHUIA — PO30BbIE
HieJIyIaniiecs: MsaTHa, CyXOCTb KOXKU, YelTyrKu
CHUMAIOTCSI ¢ TPYAOM. B GoJbIINX CKIagKax —
TUIIepKePaTo3, OJHaKO HanboJiee BhIpaskeH B 00Jac-
TU HUKHUX KOHEYHOCTEH, HOTTEBbIE ILJIACTHHKU

neopMUpPOBaAHbI, I3MEHEH UX IBeT. JInIo He mopa-
skeHo. [ly3pipn MosABISAIOTCS B JKapKylo MOTOMY B
obsacT KOHeYHOCTel W mien. Bosockl, 6poBu u
PECHUIIBI HE TTOPAKEHBIL.

[Ipu HEBpOJOrMUECKOM OCMOTPE: aCTEHU3UPO-
BaHa, SMOIMOHAJIBHO JIAOWJIbHA, CYNpPaopOUTaIb-
Hble TOYKM OOJIe3HEHHbIE, 00JIb MPH IBUKEHIH
IJIA3HBIMK  SI0JIOKaMU, CKJIEPhl WHBEIMPOBAHbI,
crylakeHa IpaBasi HOCOTYOHasl CKJIajiKa, MOJIOKI-
TeJIbHBIN cumiitoM Mapunecky—PajioBuya ¢ 1Byx
cTopoH. CyXOXuJabHbIE pedIeKChl OXUBJIEHBI C
BEPXHUX W HIDKHMX KOHeuHocrteir, D > S. Ilato-
JIOTUYECKUX CTOIHBIX 3HAKOB HeT. [losjoxuresb-
HbI cumnrtom Hepu u Jlaccera mnoj yriom
70—80 rpamycos ¢ aByx cropoH. CHuzkeHa 6osreBast
JyBCTBUTEJIHHOCTD B TIPABOH IMOJIOBUHE Tesa. 3a-
kaouenne: Benosnasa snnedanonatuda Il Ha dbone
anomasmn ApHosiba—Kuapu 1 u mefinoro ocreo-
XOHZIpo3a ¢ perpoiauncte3oM Cs BTOPOU CTeleHw,
yMepeHHbIil, cToiikuii, 6oJieBoil. Beprebporennast
JrroM6ouIaaThst. MarHuTHO-pEe30HaHCHAsST TOMO-
rpadus TOJIOBHOTO MO3Ta: MHOKECTBEHHBIE TUTIEP-
WHTEHCUBHbBIE MEJIKME O4Yaru, PacroJioKeHHbIe
MEePEBEHTPUKYIAPHO. YMepeHHas HapysKHas THI-
poriedanusi. MarHuTHO-pe3oHaHCHAS TOMOTpadus
MIeffHOTO OTAesa TO03BOHOUYHUKA: aHoMaauu Ap-
HoJibjla—Kuapu 1, meliHbIii 0CTeOXOH/IPO3, CIIOH-
nmumoaptpos B cermenTax Cy — Cs, C3 — Cy4, peTpo-
smcte3 tena Cs BTOPOU CTETIEHN.

Koncynbranust kap/auosiora: aucMmeTabomdec-
Kast KapanoMuonatust. [urnepronndeckast 60Je3Hb
IT crenenn. Hapymenne putma (9KCTPaCUCTOJH ),
CH I ©OK II. Majast anHoMains cepaia: aTUInIHAsT
XOp/ia JIEBOTO JKeJTy/I0uKa.

[IpakTuyeckuii MHTEpPEC NPUBEAECHHBIX KIWHU-
YeCKUX CIYYAeB COCTOUT B TOM, UYTO BPOKIEHHBII
UXTHUO3 BBISBJICH Y TIAIIMEHTOB B HECKOJIBKUX ITOKO-
sgenugx. OH XapaKTepu3yeTcs coueTanneM KOXHO
CUMIITOMATUKU C TATOJIOTUEN KOCTHOU CHCTEMBI,
OTIOPHO-/IBUTATEJIBHOTO allllapaTa, MOpakKeHUeM
[EHTPAJIBbHOI HEPBHON CUCTEMBI, 00YCIOBIEHHOIT
CUCTEMHBIM BACKyJIUTOM B TepuhepuIecKnX coCy-
JlaX TOJIOBHOTO U CITMHHOTO MO3Ta, MOYeK, BPOXK-
JEHHBIMU aHOMAJTHSIMH CePJIIIa.

BoiBoapbl

TskecTb cOCTOSIHUST OOTBHBIX TIPH UXTHO3€ 3aBH-
CHT HE TOJBKO OT MOpakeHMst 00IIero MOKPoOBa, HO
U OT COIYTCTBYIOIIEH IaTOJOTUM, CBSI3AHHOU €
HeZIOpa3BUTHEM, TTOPOKAMU BHYTPEHHUX OPTaHOB,
HEPBHOU CHUCTEMBI, YTO, BUANMO, OOYCIOBJIEHO MY-
Taluei reHos.
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Ulyzancvka micoka nonikninika Ne 10
2/TY <Jlyeancoxuii depicasruii meOuunuil ynisepcumenms

CiMENHNM BUMAAOK PO3BUTKY MPUPOAXKEHOT IXTIO3MPOPMHOI
epuUTpoAepPMIi BpoKa B KIABKOX MOKOAIHHSIX

ABTOPH IIPOCTEKMJIN B MEKaX OJHIET CiM'i 3aXBOPIOBAHICTb Ha NMPUPOJIKEHY ixTio3ndopmHy eputpojepmiio bpoka, mo
BMSBJISIETLCS, OKPIM T1ATOJIOTI] IIKipH, YPAKEHHAM CEPIIeBO-CY/IMHHOI, IEHTPAIbHOI HEPBOBOI CHCTEM Ta OIIOPHO-PYXOBOTO
arnapary.

Kiiouosi ciioBa: ixTios, mpuposkena ixtiosudopmua eputpozgepmist bpoka, renogepmaros, pakomMaTos.

A.N. Provizion', TV. Mironenko?, L.N. Provizion?, S.V. Shveduk?, |.E. Shedania’

! Lugansk City Hospital N 10
2 Lugansk State Medical University

Family case of development of congenital ichthyosiform
erythroderma of Brock in several generations

The authors analyzed some cases of congenital ichthyosiform erythoderma of Brock within one family. Besides skin
pathology the disease involves the damage of cardiovascular, central nervous and musculoskeletal systems.

Key words: ichthyosis, congenital ichthyosiform erythoderma of Brock, genodermatosis, phacomatosis.
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