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XTHO3 (IIOHATHE, TATOTUCTOAOTHA, KAUHIYIECKASA KAPTHHA,
A€YEHUE)
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xTnos npegcrasnsget coboi 3aboneBaHne KOXn, KOTOpPoe AIBNSETCHA HacneACTBEHHbIM, UMEET BbIpaXeH-
HYI0O CUMNTOMATUKY B BUAE HapPYLLUEHUS KOXHbIX MOKPOBOB U HanMuns o6pasoBaHnii, HaNnoMuUHaoLLmX
YeLyto pbl6bl. MOXHO BbIOENMUTE pasnuyHble NoAXOo4b! K OnpeaesieHnio UXTMo3a, OCHOBaHHbIE Ha CoBpe-
MEHHOM U3Yy4YeHUN JaHHOro Borpoca. VIXTnos knaccudunumpyeTcs no TMny: BPOXOEHHbIN 1 MPUOBPETEHHBIN.
BpoxxOeHHbIN NXTMO3 UMEET CBOIO KraccudmnKaumio B 3aBUCUMOCTM OT NPOSABNIEHNS USMEHEHNIA KOXXHOIO
NOKpOBa, TeYeHUs 3a6oneBaHunst, CoNyTCTBYIOLLMX NaToNorMn. BpoxaeHHbIN NXTMO3 nogpasnenseTcs

Ha 0ObIKHOBEHHbIN (BYNbrapHbIi ayTOCOMHO-AOMWHAHTHBIA, MPOCTOM) MXTMO3, MNaCTUHYaTLIA MXTUO3 (Cyxas
NXTMO3NEOPMHANA IPUTPOOEPMUS, «KOMNIOANEBLIN PEGEHOK», NMaMENNAPHbIA UXTUO3), X-CLENNEHHbIA NXTUO3
(MXTNO3, CBSAZAHHBIV C X-XPOMOCOMOW, YEPHEOLLMI NXTMO3), BPOXAEHHasA 6ynne3Has MXTnoandopmHas
aputpoaepmumsa (aputpogepmus bpoka, MXTo3nopMHbIA ANMAEPMOSIUTUHECKMIA TMNEPKEPATO3), MXTNO3
nnofga (MXTMO3 BHYTPUYTPOOBHBINA, rTMNEPKePaTo3 YHUBEpPCaNbHbIN, «Mrod APNeKnH», KepaTo3 BPOXAEHHbIN),
OPYron BPOXXAEHHbIN MXTNO3. VIXTMO3MGOpMHbIE COCTOAHUSA (Tak Ha3biBaeMbIi NPUOOPETEHHBIN NXTUO3)
NOApasfensoTCa Ha CUMITOMaTUYECKMIA, BO3PACTHON (CTap4ecKuii), ANCKOBUAHbIN UXTNO3. MpruynHamm
NPYOBPETEHHOIO NXTMO3a MOIYT 6bITb pasfinyHble 3a6ofeBaHns, NpMeM NpenapaTos, HenpaBUsbHbIN YXo[
3a KOXel, HecbanaHcnpoBaHHoe nuTaHue. Kaxaas popma nxrtmosa oTnmyaeTcs TUNoM HacnenoBaHus, pac-
NPOCTPaAHEHHOCTLIO B MONYNALUA, KITMHNYECKOWN KapTUHOWN, BEpUULMPYETCH C MOMOLLILIO MTMCTONOMrMYeckoro
uccregosaHua 6MONTaTOB KOXM U SNEKTPOHHO-MUKPOCKOMUYECKOro nccnenoBaHus Koxu. Moxet conpo-
BOXAATbCsl CE30HHOCTBIO 0OB0CTPEHUS KITMHNYECKOW KapTuHbI, accoumaumen ¢ gpyrumm sabonesaHnamm
(anneprmnyeckMmm, 3a6oneBaHUAMMN XENYOOHHO-KULLEYHOrO TpakTa, BPOXXAEHHbIMW aHOMaIMAMM pas3Bu-
T1s). Cneumndryeckoro neyveHns NXTnosa He cyLLecTByeT. B cuctemMHoM Tepanmm NpUMEHSIIOT MPOU3BOAHbIE
BUTaMUWHa rpynnbl A, Ans HAPY>XXHOIO SIeYEHUs UCNOMNb3YIOT KepaTONUTUKK, a TakxKe YBaXHSIIOLLME U CMSr-
yaroLume cpeactea. APPEKTUBHO NPUMEHEHNE NIeHebHbIX BaHH, O6LLEro yNsTpadMoneToBOro 06y4eHus.

Knto4yeBble cnoBa: uxtmos, BPOXAEHHbIN UXTUO3, NPUOGPETEHHBIA UXTUO3, USMEHEHUE KOXHOIO NOKPOBa, LuenyLeHue,
YyeLuyu, rMCTONATONONUs, KNIMHUYecKas KapTuHa.

KOHMNMKT MHTEPECOB: aBTOpbLI AAHHOW CTaTbV NOATBEPANIIN OTCYTCTBIE KOH(NMKTA MHTEPECOB, O KOTOPOM HE06-
XOOMMO COOOLLUTD.
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Ichthyosis (concept, pathohistology, clinical picture, treatment)
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Ichthyosis is a skin disease that is hereditary, has pronounced symptoms in the form of a violation of the
skin, and the presence of formations resembling fish scales. We can distinguish different approaches

to the definition of ichthyosis, based on the current study of this issue. Ichthyosis is classified by type:
congenital and acquired. Congenital ichthyosis has its own classification, depending on the manifestation
of changes in the skin, the course of the disease, and accompanying pathologies. Congenital ichthyosis is
divided into ordinary (vulgar autosomal dominant, simple) ichthyosis, lamellar ichthyosis (dry ichthyosiform
erythroderma, "collodion baby", lamellar ichthyosis), X-linked ichthyosis (ichthyosis associated with the X
chromosome, blackening ichthyosis), congenital bullous ichthyosiform erythroderma (erythroderma Broca's
disease, ichthyosiform epidermolytic hyperkeratosis), fetal ichthyosis (intrauterine ichthyosis, universal
hyperkeratosis, "harlequin fruit", keratosis congenital), other congenital ichthyosis. Ichthyosiform conditions
(so-called acquired ichthyosis) are divided into symptomatic, age-related (senile), discoid ichthyosis.

The causes of acquired ichthyosis can be various diseases, medication, improper skin care, unbalanced
nutrition. Each form of ichthyosis differs in the type of inheritance, prevalence in the population, clinical
picture, verified by histological examination of skin biopsies and electron microscopic examination of

the skin. It may be accompanied by seasonal exacerbation of the clinical picture, Association with other
diseases (allergies, diseases of the gastrointestinal tract, congenital malformations). There is no specific
treatment for ichthyosis. In systemic therapy, vitamin A derivatives are used, keratolytics are used for
external treatment, as well as moisturizers and emollients. Effective use of therapeutic baths, General
ultraviolet irradiation.

Keywords: ichthyosis, congenital ichthyosis, acquired ichthyosis, skin changes, peeling, scales, histopathology, clinical
situation.
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Il Bsenexue

MxT1o3 (B nepeBoe C rpeveckoro — pbida, pbibbs He-
Lys) npeacTaBnseT cobon 3ab6oneBaHne KoXu, NposiBAsio-
LLieecs pa3BUTUEM KOXHbIX YeLlyeK, KOTopble HanoMnHaroT
pbi6blO Yellyto. VIXTMO3 saBnseTca onucatesisHbIM TepMu-
HOM, 0603Ha4aloLLMM pasnnyHble KIMHNYecKue opmel re-
Hepann3oBaHHOro HapyLleHus kepaTuHu3auun. B ocHose
[aHHOro 3abosfieBaHus nexart reHeTuyeckne HapyLueHus,
KoTOpble PEeHOTUNNYECKN MOTYT MPOSIBAATLCA MO0 TONb-
KO B KOXe€ (HECVHOPOMHbIA UXTUO3, N30NTMPOBAaHHbIN), 60
coyeTaTbCsl C MOPaXeHUEM OpPYrMx opraHoB (CMHApOManb-
HbIN nxTKo3) [1, 2].

Paspen 1

HacnepncteeHHble UXTNO3bI KnaccuuumpyoT-
Csl KaK MeH[eneBCKWe HapyLleHWs OpOroBeHUsi, KOTO-
pble onpepensioTCA Ha OCHOBE KIMMHWUKO-TEHEeTUYeCKUX
ocobeHHocTen. MHOro4uncneHHble reHbl, KoaupyoLwme
COOTBETCTBYIOLLME O6€flkn, y4yacTBYIOT B HOpMasbHOM
OnpdepeHUnpoBKe  KepaTUHOLMUTOB,  (DOPMUPYIOLLMX
yHKLMOHanbHbIM anuaepMarnsHelil 6apbep. Ha cerop-
HALLHWUIA OeHb U3BECTHO, YTO MyTauuu 6onee Yem B 50 re-
Hax NPUBOAAT K pasfnunyHbIM TUnam mnxtuosa. bnarogaps
COBpPEMEHHbIM TreHeTMYeCcKUM MeTofdaM [narHOCTUKM,
a WUMEHHO CeKBEeHMpOBaHMIO HoBOro nokoneHus (NGS),
npumepHo 80-90% cny4yaes MOryT ObITb WUCCMefoBaHbI
TakuM 06pa3oM B HacTosiee Bpems. 3HavMTenbHbIN
nporpecc B MOHUMaHUN MONEKYNSAPHBLIX MeXaHW3MOB
MXTMO30B OblNl JOCTUrHYT 3a nocnegHue 25 net. NGS
cTana Kro4yeBOW TEeXHONOrnerm reHeTU4yeckoro TecTupo-
BaHUA U NPUMEHsieTcs B PYTUHHOW AMarHoOCTUKe Hacnepg-
CTBEHHbIX 3a60neBaHni, MOCKOMbKY 3aTpaTbl HEBENUKMU,
a pesynesrtaT 6bICTp U addekTmBeH [3-5]. KnnHuyeckne
nposBreHns 3abonesaHns TUMUYHbLI U MPOSABAAIOTCSA, B OC-
HOBHOM, TpeMms rNaBHbIMW KOMMOHEHTamMKn: OONNUKYnsp-
HbIM TUMNepKepaTo3oM, LUEenyLUeHNeM, runeprnHeapHsiM
puUcyHkoM napoHen [6]. VY 60nblUMHCTBA 6OMbHbIX UXTU-
030M OTMevaeTcs AndysHoe nopaxeHue Koxu Ha 60-
KOBbIX MOBEPXHOCTAX TYNOBULLA W pasrméaTesnbHbIX Mo-
BEPXHOCTAX KOHEYHOCTEN B BUAEe POMMUKYNSAPHbLIX nanyn
C pOroBOM YeLUYMKOW Ha NOBEPXHOCTU, POroBbIX YeLlyek
pas3nu4Horo pasmepa v useta — OT 6eforo Ao ceposa-
TO-KOpu4YHeBoro. Takxe Hab6no[awTCa TPaxXMOHUXUN
N OHUXOPEKCUC, TOMKOCTb U TYCKNOCTb BOMOC [7-9].

Paspen 2

B pepmaronoruyeckoin npaktuke B Poccunm ucnons-
3yl0T  MeXAyHapoAHylo CTaTUCTUYECKYo Knaccuduka-
umio 6onesHen (MKB-10), oTHOCSLLYIO MXTMO3bI K Knaccy
«BpoxaeHHble aHomanuu, gedopManun U XPOMOCOMHbIE
HapyLLeHunsi», pybpuke «[pyrne BpOXAEHHbIE aHOManum»,
n BkmodaoT: Q80.0 «NxTnos npocton», Q80.1 «NxTnos,
CBA3aHHbIN ¢ X-xpoMocomoit», Q80.2 «IMnacTuHyarbin, na-
MUHapHbIA MXTNO3», Q80.3 «BpoxaeHHas 6ynnesHas ux-
TMo3ndopmHas aputpogepmusa», Q80.4 «/xTno3 nnoga»,
Q80.8 «[pyron BpoXXaeHHbIN NxTno3» [10].

NXxT1o3ndopmHblie COCTOSHMSA (Tak Ha3blBAEMbIN Npu-
06pEeTeHHbIM MXTNO3) UMEIOT CreayoLLyo Knaccuduka-
LMIO: CUMTOMATUYECKWIA; BO3PACTHON (CTapyeckuit); avc-
KOBUAHBIN UxTno3 [11].

OO6bIKHOBEHHbBIA UXTNO3 MpedcTaBnseT cobon Hawu-
6onee pacnpocTpaHeHHbI BUL UXTNO3a, KOTOpbIA pas-
BMBAaETCHA N NporpeccupyeT ¢ ABYXMeCA4YHOro Bo3pacTa,
nHorpaa Ha 6onee No3gHeM aTane — B Bo3pacTe A0 5 ner.
Tun HacnepoBaHuWsA: ayTOCOMHO-AOMWHAHTHbIN. 3abone-
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BaHWe CBA3aHO C MyTaumen B reHe FLG, nokanuayoLlem-
csl Ha xpomocome 1922. B pesynbrate HapyLlaeTcs CUH-
Te3 npodhunarrpyHa — npefLecTBeHHnKa dunarrpuHa,
nocnefHvii, pacrnagascb B pPOroBoM croe anuaepmuca
Ha amuHokucnoTbl (TpaHc-UCA n PCA), obpasyeT HaTy-
paneHbIi yBnaxHsawowmn daktop NMF, dyHkuma koto-
poro — yaepxvsaTb BOAy W nopaepxusatb Tpebyemoe
3Ha4veHne pH. PacnpocTpaHeHHbIMU SBASAIOTCA MyTauuu
R510X, 2282del4 n R2447X, koTopble 6bINM Uccneposa-
Hbl B pa6oTax C.C. AmenuHol n H. A. )KusankuHon. B pe-
3ynetate 3TUX UCCNefoBaHUM BbIICHEHO, YTO Haubonee
YacTon MyTauuen asnsetcsa 2282del4, knnuHnyeckasn Kap-
TMHA He 3aBUCUT OT BMAa MyTauuu, y naumeHToB C KOM-
nayHg-reteposurotamm 2282deld/R2447X wn 2282deld/
R510X oTme4anocb nposiBfieHMe nNpU3HaKoB WXTNO3a
c poxpaenua [12, 13]. MNpn ructonornyeckom uccneposa-
HUW KOXW BbIABMAIOT PETEHLMOHHBIN rMnepkepartos, rmno-
rpaHynes unu arpaHynes, obpasoBaHne KepaTtoTU4eCKnx
NPo6OK B YCTbAX BOMOCAHbIX onnukynos. [Npu snek-
TPOHHO-MUKPOCKOMUYECKOM UCCnefoBaHnn oTMmevaroTcs
HU3Kaa guddepeHumauma TOHOPUOPUNI, YMeHbLUeHne
M atunus 3epeH KepaTtornanuHa B 3epHUCTOM Croe, yCu-
neHve pnbéocomasibHOM aKTUBHOCTU B anupepmuce. Knu-
HUYECKN OObIKHOBEHHbLIA UXTNO3 MPOSABMAETCA LUenyLle-
HMEM KOXHbIX MOKPOBOB B MOPaXeHHbIX ydacTkax (4aiie
Ha pasrmbartenbHbIX MOBEPXHOCTAX KOHEYHOCTeW) U 06-
pasoBaHMeM Menkux Yellyek OT 6enoro fo Kopu4HeBo-
ro useta. OTMe4aeTca QONMNUKYNAPHBIA rMNepkeparos,
NoBbILLEHHAs cKnagyaTocTb nagoHen n nopoLus. Bonockl
y NaumeHToB pefKue N UCTOHYEHHbIe, a HOrTeBble NnacTu-
Hbl JIOMKWE W KpoLuaTCsl, MOXET pa3BUTbCA OHUXONMU3KC.
OG6bLIKHOBEHHBIA UXTUO3 COMPOBOXAAET CBOEro Hocute-
N5 Ha NPOTSHXKEHNN BCEWN XW3HU, COCTOSHME CTaHOBUTCA
HEMHOro ny4iue feTom, B 3UMHUI nepuof HabnogaeTcs
yxygweHve. Hacto O6bIKHOBEHHbBIM WMXTWO3 co4veTaeTcs
C artonuyeckumu npoueccamu, TakMMU Kak aTornuyeckumn
JepmaTtuT, 6poHxuManbHas actMa, ak3ema [14].

NxTno3, cBfA3aHHbIN C X-XpOMOCOMOW, fBnseTcs
X-cuenneHHbIM peLeccuBHBIM PacCTPONCTBOM KOXW, Bbl-
3BaHHbIM AeduuntoM epmeHTa CTepongHon cynbda-
Ta3bl. Ero pacnpoctpaHeHHocTb coctasnsetr ot 1:2000
0o 1:6000 My>X4uH No BCeMy MUpY 6e3 Kakux-nnmbo 3Ha-
YMbIX reorpadnyeckMx WM pacoBbIX pasnuuun [6, 7).
KnunHnyeckn xapakTepu3yeTcsi reHepann3oBaHHOW CyXo-
CTbIO W LUENyLUEHNEM KOXM, NPenMyLLIeCTBEHHO nopaxas
TYNoBuLLEe, YLUW, LU0, KOXY BOSIOCUCTON YacTW rofioBbl
M KOHEYHOCTW, OObIYHO Lafa KOXY nafoHel M MoAoLLB,
a Takxe nuuo, NoAMbILLEYHbIe BNaauHbl, 06r1acTb reHuTa-
nvi. B nepexogHoM Bo3pacTe naTosnornyeckue U3aMeHeHus
Ha KOXe BOJTOCMCTOWM YacTu ronosbl, Nnua u wen ocnaée-
BaloT. Ha4ano cMMNTOMOB — MNP POXAEHWUU UIN B TeYeHne
nepBbIX MeCSLEB XWU3HW MOABMSAIOTCA YeLUyKU, KOTopble
6onee 3aMeTHbl Ha pasrvbaTesibHbIX y4YacTKax KOHe4YHO-
CTen. Hellynkun nonmroHansHon opMbl, TONCTbIE, NIOTHO
NPUKPENIeHHbIe K KoXe, pasnu4yaroTcs no uBeTy, Npuyem
70% W3 HUX KaxyTcsi TeMHO-Kopu4yHeBbIMK, a 30% cBeT-
no-ceporo useta. BuayanbHO KOXHble U3MEHEHUSI CXOXMU
C TakoBbIMW MPW BYNbrapHoOM MXTUO3e, Npu 3ToM pon-
TIMKYNAPHBIA KepaTo3 U NMopaxeHne KOXU nvua, nagoHemn
M NoJoLB OTCYTCTBYIOT, OTMEYaeTCs CUMMTOM «IPA3HON
KOXW Leun». X-CUernneHHbI UXTUO3 MOXET BO3HUKaTb UC-
KMIOYUTENbHO KaK KOXHOe 3aborneBaHne Unm MOoXeT 6biTb
CBfI3aHO C APYyrMMM aHoManusMu, TakKMMM Kak MoMyTHe-
HWe porosuLbl, KPUMTOPXM3M, HapyLUeHWe MCUXUKN, YM-
CcTBeHHasa otcTtanocTb [15]. [NaToreHe3 X-cuenneHHoro
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NXTNO3a CBSI3aH CO CTEPOUAHON cynbdaTa3on — 370 MeM-
6paHOCBA3aHHbIA MWKPOCOMAaIbHbIA (PEPMEHT, KOTOPbLIN
rmoponuaupyet cynbdartbl psafa cTteponpos, npeobpasys
UX B akTuBHYyl0 hopMy. KoampyeTcs ncespoayTOCOMHbBIM
reHoM Ha X-XpoOMOCOME, B ee KOPOTKOM Mrievye B CermeH-
Te Xp22.32. MNMpumepHo 90% naumveHTOB UMEOT MOSHYI0
jeneumio reHa STS, a gpyrve HecyT YacTu4Hble Jeneunu
UM TodeYHble MyTauum B reHe STS. iameHeHus reHa STS,
BeAyLime K HedoCTaTOYHOCTU CTepouaHOM cynbdartasbl,
NPUBOZAT K M36LITOYHOMY HaKOMSEHWUIO XOSIEeCTEepOnCy b-
harta B anugepmMuce, rnoBbILLEHHOMY CLIEMNSIEHNIO POrOBbIX
Yellyek U peTeHUMOHHOMY rurepkepartosy, Takxe MoBbl-
LIaeTcsl MPOHMLIAEMOCTb KOXXHOro 6apbepa. X-CLenneHHbIN
NXTNO3 MOXET codeTaTbCsl C APYruMu DEHOTUMUYECKUMUN
aHoManuaMu, TakumMu Kak cuHgpom KanbmaHa, Tode4Has
XOoHApoAMcNNasnsa, rmasHon ansbuHn3M | Tuna n HeBbICo-
Kui pocT [16, 17].

MxTno3 nnopa passuBaeTCs Ha 4YeTBEPTOM WU Ms-
TOM MecsiLe 6epeMeHHOCTU, HacnegyeTcs ayTOCOMHO-pe-
ueccusHo. PacnpocTtpaHeHHocTb 1:300 000. B ocHoBe
3aboneBaHuns nexut mytaumsa B reHe ABCA12, pacnono-
XXEHHOM Ha BTOPOW XpoMocome. [laHHbIV reH perynupyet
A depeHUNPOBKY KINETOK POroBOro Cros n TpaHcrnopT
cneumMn4ecknx nporteas, CBA3AHHbLIX C OTLUenyLuMBa-
HMem KepaTuHouuTtoB [18]. lucTonormyeckas KapTuHa:
nponudepaTUBHLIA rMNepKepaTos, akaHTo3, nepuBacky-
NApHblE MHMUNLTPATLI, rMNEPTPOUA COCOYKOB AEPMbl,
yBefnMyeHne NoToBbIX U CanbHbIX Xefe3. QNeKTPOHHO-MU-
KPOCKOMUYECKN XapaKTepnayeTc MHOMOUYNCIEHHBLIMW K-
NMOHLIMU BKIIOYEHUSIMU B KepaTuHouuTax. MoXHO Bbis-
BMTb AaHHOe 3abonesaHue npeHatanbHo (06HapyXeHue
Jeduunta cTepomaHon cynbdarasbl B aMHUOTUYECKOM
XWOKOCTM UK B TKaHW XoproHa). KnuHunka npossnseTcs
C POXAEHWS, KOXHBIN NMOKPOB B BUAE POroBOro naHuups
CBETSIOro LBeTa, KOTOPbIA HauyMHaeT TEMHETb B TeYeHue
HecKombKMX Yacos. [lanee naHumpb TpeckaeTcs, U Ha Ccy-
CTaBHbIX MOBEPXHOCTAX MOABMAAIOTCA rMy6oKMe TPeLUUHbI,
60po3akn. Ha ronose TONCTbIA CMOW YellyeKk, BOSOCHI
pefkue, MOryT oTCyTCTBOBaThL. POTOBOE oTBEpCTME NNGO
CUNIbHO PacTAHYTO, NGO, HA060POT, HEMPOXOAMMO faxe
30HAO0M, B yrofikax pta o6pasytoTcsi TpeLUuHbl, ryobl yTon-
LLeHbl, a cnM3ncTas o605oYKka BbiBEpHyTa. YLUHbIE pako-
BMHbI fepopMUpoBaHbl, B HO3APAX U CNYXOBbIX Mpoxodax
porosble HacnoeHuns B BUAe NPoboK, BLIBOPOT BEK, PECHU-
ubl paspsxeHs! [19, 20].

NXTMO3 namMennsipHbld ABNSETCA pefKuM BPOXAEeH-
HbIM 3abonesaHnem ¢ 4Yactoton 1:200 000-1:300 000,
nopaxasi My>41H 1 XeHLUNH B paBHOW cTerneHwn. Hacne-
[OBaHMe ayTOCOMHO-peLleCCUBHOE W ayTOCOMHO-AOMMU-
HaHTHoe. [Npn gaHHOM Tune 3aboneBaHUs O6Hapy>XeHa
MyTauusa reHa, KogupyroLwero epMeHT TpaHc-rnytamu-
Ha3y (TGM1) kepatuHouutoB (nokyc 14q11.2), 4to npu-
BOOMT K AedeKTy CTPYKTYypbl POroBOro crnosi U Hapylue-
HWIO ero feckeamMauuu. lNMaTormcronormyeckas KapTuHa:
nponudepaTnBHLIA rMnepkepaTos, MHorAa napakepartos,
YMEpEHHbIA akaHTOo3, runeprpaHynes, o4aroBbl CMOH-
rmo3, atpous BOMOCSHbIX U CanbHbIX PONMKyn. dnek-
TPOHHO-MUKPOCKOMUYECKM BbISBAAIOTCA HapyLleHue Mme-
Tabonn4eckorm akTUBHOCTU IMNUTENMOLUTOB, NUMULHbIE
BKNIOYEHUA B KepaTNHOLMTaX, MHOrO4YMCIEHHbIE MacTuH-
yaTtble rpaHynbl B MEXKJIETOYHOM npocTpaHcTee. Knu-
HU4YecKas KapTuHa naMennspHoOro UXTuosa nposiBnseTcs
C POXOEHWUS: HOBOPOXAEHHLIN HAXOOUTCA B KOJTOUOHOMN
nneHke (KONMouAHbIA NNog), 3aTeM K 6—7 MecsLy Ha4nHa-
eTcA reHepanu3oBaHHoe LuenyLleHne. NoCcToAHHbIM Knn-
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HUWYECKNUM MPU3HAKOM ABASIETCA NafOHHO-NOAOLIBEHHbIN
rmnepkeparos [21, 22].

NXTno3 anuoepMonuTUYecKnii NpUMepHO B MOSIOBUHE
cnyyaeB HacnefyeTcs ayTOCOMHO-OOMUHAHTHO. Pacnpo-
cTpaHeHHocTb 1:300 000. 3aboneBaHue BbI3BAHO MyTa-
umamm B reHax KRT1 n KRT10. MNaumeHTbl ¢ MmyTaumamu
KRT1 nmetoT 6onee Taxesnble NPOSBAEHUSA NO CPABHEHWUIO
¢ naumeHTamu ¢ mytaumerr KRT10 [3]. mcTtonornyeckas
KapTuHa: BbIpaXeHHbIN rMnepkepaTos, BakyosibHasa u 3ep-
HUCTasa AUCTPOUSA rpaHynoLMTOB U KNETOK LUMNOBaTOro
cnos. KnuHun4yeckass kapTuHa MposiBASIETCA C POXAEHUS,
KOXa pebeHKa MalepupoBaHHas, BCKOpPEe CTaHOBUTCHA CY-
XOM C y4acTKamu runepkeparosa oT 6yporo oo TEMHO-ce-
poro uBeTa, B 061acTu KPYnHbIX €CTECTBEHHbIX CKNagok,
B KOTOPbIX NOSABASOTCS MNY3bIpU C CEPO3HBIM COAEPXXUMbIM.
K aTuM yyacTkam npucoenHsaeTcs BTOpUYHAs MHpeKUms.
XapaKTepHa Ce30HHOCTb, 060CTPEHUS BECHOW U OCEHbIO
[23-25].

NxTrno3 urnnctbin. OTHOLLEHWE K AaHHOW HO30/10r K1
HEOOHO3Ha4YHO U3-3a HeonpeneneHHOCTU HOo3of0rn4ye-
ckoro MecTta. [lpegnonaraetcs ayTOCOMHO-OOMWHAHT-
HbIA TUN HacnefoBaHus. 3aboneBaHne BbI3BAHO Aedek-
TOM 3KCnpeccun kepaTvHa 1, CBA3aHHOro ¢ MyTauuamm
KRT1. lNaTtoructonornyeckas kKapTuHa: runepkeparos,
rpaHynes, akaHTo3, nanunnomaTtos, fAe3opraHumsauus
3EePHUCTOr0 CNosi U Bakyonuaauus KreToK 3epHUCTOro
M LUMMNOBATOrO CMOEB 3a CYET BHYTPU- U MEXKIIETOYHO-
ro oteka. KnnmHuyeckas KapTuHa: C NepBbIX OHEN XU3-
HU MNOSIBASIOTCSA HEeBbIpaXeHHble CUMMNTOMbI UMMNCTOrO
MXTNO3a, fanee nosiBNSeTcs LWenylweHne n BO3HUKAKOT
6opofaByaTble pOroBble HACNOEHUs, BbICTynawLime
Ha 5-10 mm [26-28].

B pa6oTax OTeYeCTBEHHbIX U 3apybexHbIX aBTOPOB
NpPUBOAATCA MHOIMOYUCIIEHHbIE MPUYMHBI NMPUOBPETEHHO-
ro UXTno3sa: Ype3MepHbIA yxoh 3a KOXeh (BcTpedaeTcs
B OCHOBHOM Y JUL, 3peSioro Bo3pacTa); 3110Ka4eCTBEHHbIE
onyxonu [29-32]; noye4yHas HeQOCTATOYHOCTb; ayTOUM-
MYHHble 3a60neBaHus; MHPEKLUNOHHbIE 3a6oneBaHns (Kak
npaeuno, BUY nHdekumsa n Tybepkynes); ynotpeénexHve
onpefenieHHbIX npenapartoB (rMnonvnuaeMmnyeckue, mncu-
XOTPOMHbIe, LUMETUAMH, KnodasnmumH) [33]; HegocTaToyHo
cbanaHcMpoBaHHOE NMUTaHue (HeJOCTaTOYHOCTb BUTAMUHA
A, kaxekcus) [34]; paccTporcTBa rOPMOHANBHOMO XapakTe-
pa (rMnoTMpeos, runepnapaTtnpeos, NaHrMnonuUTynTapuam)
[35, 36]; xpoHU4eckue BocnanuTeNibHble 3a60NeBaHUSA Kn-
LeYyHuKa (Hecrneumgunyecknin A3BEHHbIN KOnMUT, 60Me3Hb
KpoHa). MNatoreHe3 npvoOpeTeHHOro MxTnosa A0 HacTosi-
LLero BpeMeHu HefloCTaTo4HO U3Yy4YeH. MNprobpeTeHHbIN KX-
TMO3, B OTNINYME OT HACNEeACTBEHHOIO NXTNO3a, NOSBNSETCA
B 3pefioM BO3pacTe, Yallie BHe3arnHo. KoxHble NposiBneHns
MOryT 6bITb MepBbIM NPU3HAKOM OMyXONeBoro npouecca
WUNU pasBuBaTbCs MO Mepe MporpeccnupoBaHus 3abonesa-
HUSA. KrnnHUYecKn MNpUOBPETEHHbIA WXTUO3 HamnoMuHaeT
BYNbrapHbI, FMCTONOrMYyeckas KapTuHa He OoTniMyaeTcs
OT TaKOBOW Npu HacneacTBeHHbIX hopmMax uxtnoaa. lNocta-
HOBKe AuarHosa rnomoraet TwartenbHbl c6op aHaMHesa,
OCMOTpP POACTBEHHUKOB MaLMeHTa, BbisiBfieHWe Y 60fbHOrro
conyTcTBytoLLen natonorum [37].

Pa3pen 3

Creumdmnyeckoro feveHuss pasnuyHbIX GopM WXTU-
03a He cyulecTByerT. B ocHoBHOM MCnonb3yrT NPon3BoOa-
Hble BUTaMUHa A, 00O3NPOBKa KOTOPLIX paccHuUTbiBaeTcA
B 3aBUCMMOCTU OT MaccChbl TeJia U CTeneHn BbIPa>KeHHOCTU
KIMTMHN4YEeCKUX I'IpOﬂBﬂeHVIVI. Takxe B cucTeMHOM Tepannn
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Ha3Ha4atoT npenaparbl UMHKa, BUTamMuHbl rpynnsl B n C.
Mpu nerkmx popmax MXTrnosa MOXHO NCMOMNbL30BaTh TOMLKO
Hapy>XHyt0 Tepanuio 1 KOMMekc 6arnbHeonorm4ecknx npo-
Luenyp, B 6onee TsaxenbIX cryvasx NnogknoyalT CUCTEMHOE
nevenHue [38].

HapyxHoe neveHWe BynbrapHoro MxTnosa BKIOYa-
eT KepaTonuTuyeckue cpeacTea: Mo4eBuHa 2-5-10%,
canuumnoBas 2-5%, MonodHas 8%, rnuvkoneBasi KUCHO-
Tbl 2 pasa B CYTKW, a TakXe yBMaxHsLLMe cMsaryaroLlme
CpefcTsBa: Kpema U Masu C peTUHONOM W aprokanbunde-
pornom 2-3 pasa B CyTKW. [1pn coveTaHuu ByNbrapHoro ux-
TMO3a W aToMMYeCcKoro gepMartuta He peKoMeHayeTcs uc-
none3oBaHue rnuvkonesbix KUcnot [10]. Mpwu BbipakeHHOM
CYXOCTW KOXW W LUENyLLEeHUN NPUMEHSAIOT peTuHon 3500—
6000 ME Ha kunorpamm maccbl Tena nepopansHo 1 pas
B AieHb 7—8 Hepernb, NOCTeneHHO yMeHbLuas [03y BABOE.
BnaronpusTHoe BNUSAHWE Ha NeYeHue BYNbrapHoro UXTu-
03a OKasblBaeT 6anbHeonornyeckoe fieyeHne, a UMeHHo
neyebHble BaHHbI, TakMe Kak cynbduaHble, XITopuaHo-
HaTpueBble, KNCNOPOAHbIE, BaHHbI C MOPCKOW COJbIO, Kpax-
Masnom, COAoW, OTBapOM pPOMALLKW, OTpy6sMn U obLuee
yneTpaduoneToBoe o6ny4deHue [39].

B neyeHun X-cuenneHHOro wuxTnosa nNpUMEHSET-
Ccsl MecTHasi Tepanusi n 6anbHeonorn4yeckoe rneveHue,
Kak npu npoctoM mxtno3de. CUCTEeMHO NpUMeEHsIeTcs pe-
TnHon 6000-8000 ME Ha kunorpamMm maccbl Tena B Te-
YeHne 8 Hepernb, NP HEOO6XOAUMOCTU MOBTOPHbIE KYPChI
yepe3 3—4 mecsua [40, 41].

B Tepanun namennapHoro Mxtuosa v 3puTpoaepMum
Bpoka ucnones3yetcsa auutpeTvH 0,3—0,5 Mr Ha Kunorpamm
Macchl Tena 1 pas B fieHb nepopansHo. B koMnnekcHoM ne-
YeHUW NIacTUHYaToOro UXTNO3a OTNINYHbLIV pe3yrnbTaT noka-
3blBaeT poTtoTepanus [42, 43].

HoBopoxaeHHble OeTn npu UXTMo3e nnopja Hyxpa-
I0TCA B WHTEHCUMBHOM Tepanuu B YCMOBUAX WHKy6atopa
C NepBbIX AHEN XU3HK, YTO yBenuiusaeT dP(PeKTUBHOCTb
neyveHus. MNpoBoanTCA KOppeKUns BOOHO-3/1EKTPONUTHOIO
6anaHca, NPUMEHSIOTCA CUCTEMHbIE aHTUOBUOTUKM, TNIOKO-
KopTMKocTepouapbl (MPEeAHN30M0H 2-5 MI Ha Kuiorpamm
maccel Tena) 1-1,5 mecsiua C MOCTOSIHHBIM CHMKEHMEM
[03bl 10 NONHOM OTMeHbI. lNMpuMeHeHne kepaTonUTUHECKUX
cpeacTB He pekomeHaytoT [20].

Mpu neyveHnn nxTnosa [OSMKHbI O6bITb JOCTUTHYTHI Ta-
Kue uenun, Kak 3aXXuBreHne TpeLmH 1 3p0o3ni, yMeHbLLe-
HVe WwenyLeHns, npeaynpexaeHve n yctpaHeHve npuco-
eQuHeHns nHdekumn. Onsg Bcex nauneHToB MPOBOAUTCS
MHOMBUOYamNbHbLIA NOAGOP YBMAXHAOLWMX U CMArYaroLLmnx
cpepncTs. [Ons npodnnakTUKM HYXXHO 0TKasaTbCsl OT MbITbs
KOXW LLENOYHbIM MbISIOM, OFPaHNYUTb KOHTaKT C annepru-
3VPYIOLLUMMUN BELLIeCTBAMW LLEPCTU XXMBOTHBLIX U OLITOBOM
xumum [38].

Paspen 4

Henb3s He OTMETUTb BaXHOCTb TepaneBTn4eCcKoro
O6DHGOBaHI/IF| nauneHToB MU 4ieHOB ero cembu npu mx-
THno3e. ﬂeTI/I 1N NOAPOCTKMH, 60nbHbIE AOaHHbIM 3abonesa-
HMeM, oTMedaroT CWUJIbHOE 4YyBCTBO OTYYXOEeHWUA cpenu
CBEpPCTHUKOB, a TakKXe HedONMoOHMMaHKe no nosoy CcBoOero
3ab6oneBaHusa. Nomumo coumnanbHbIX pr,D,HOCTeVI oTMe4a-
IOTCA pa3ninyHble nHaonsmnayanbHble CbI/I3VIOJ'IOFI/I‘-ieCKVIe oT-
KNTOHEHNA — OTCYTCTBME ANTaCTUHHOCTU KOXN MOXET orpa-
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HUWYMBATb CYCTaBHble OBWXEHUS, NPenaTcTBOBaTb POCTY
nansbueB, MellaTb MeNKoM MoTopuke, xoabbe. Hu getw,
HW NX poauTenn 3a4acTylo He MOHUMAT, Kak MOXHO
npegoTBpaTuTh 3TN ABUraTesnbHble N CEHCOPHbIE OCINOX-
HeHus. Llenb TepaneBTMYecKoro ob6pas3oBaHus 60SbHbIX
JeTel COCTOUT B TOM, YTOObI MOMOYb UM fy4Lle MOHATb
CBOI 6011€3Hb, HEO6XOANMOCTb BbINOMHEHUS €XEeAHEBHO-
ro yxofa 3a KOXer 1 gpyrux npouegyp ons ux BbDKUBA-
HUS 1 komdopTa [44, 45]. KoXHble CMMNTOMbI OKa3blBaloT
3HaYUTENbHOE BANSIHUE HA KA4eCTBO XW3HU NauneHTOB,
HO Masio YTO U3BECTHO O GPEMEHU (MCUMXONIOrMYECKOM,
coumnanbHOM, 3KOHOMUYECKOM, (PU3MYECKOM) 3TOro 3a-
6oneBaHns Ha ceMbUW nauuveHToB. B HacToswee Bpems
CYLLeCTBYIOT crneumanbHble ONPOCHUKWU, MO3BOMAIOLLME
OLleHMBaTb Kaxaoe u3 namepenun (6onb, NoBcefHeBHas
XXN3Hb, CEMENHbIE U NIUYHbIE OTHOLLEHUs, paboTa 1 ncu-
XOJTOrM4eCcKoe BO3OENCTBUE), YTOObI BbIPA3UTb Harpy3ky
3TOro 3aboneBaHWs Ha MaumeHTa U YNEeHOB ero CemMbu
[46, 47].

ExxeiHeBHbIN yxof 3a 60MbHbIMU UXTUO3OM TpebyeT
HemMano BpeMeHU U TeprneHus, a Takxe 60nbLINX PUHaH-
COBbIX 3aTpaT. BegeHue nxtnosa 3aTpygHEHO B CEMbSIX
C HU3KUM ypOBHeM foxofa. HecBoeBpeMeHHOe oka3aHue
noaaepXuBaroLlero fe4eHns noBbILLAeT PUCKU 06e3BO-
XMBaHUA, HapyLUEeHUs 9SMeKTPOonUTHOro 6anadca, nepe-
oxnaxaeHus, NPUCOeANHEHNS UHAPEKLMU U JarnbHenLle-
ro NoBpexXaeHus KoxXu n rmaa. K c4acTblo, B HacTosLlee
BpeMs CYLLLeCTBYIOT 651aroTBOpUTENbHbIE POHOLI MOMOLLM
605bHbIM UXTUO30M [48].

3aknioyenue

MxTno3 npencraBnsaeT cobor HacneacTBeHHoe 3a60-
nesaHwue. lNpakTuyeckn BCe BUAbI UXTNO3A NPOSABAIOTCA
cpasy rnocne poxaeHus 1 nMporpeccupyroT co BpeMeHeM,
a TakXe ConpoBOXAatoTCs pasnn4HbIMM Apyrumm Heobpa-
TUMBIMW NATONOMMYECKUMU U3MEHEHUAMM B OpraHusmMe
yenoseka. Mytauum 6onee 4yem B 50 reHax npuBogaT
K pasBuUTUIO pasfivyHbIX TUMOB UXTMO3a, HO Gnarogaps
METOOMKE CeKBeHUpoBaHus HoBoro nokoneHus (NGS)
B HacToslLLlee BpeMs MOXET 6bITb AMarHOCTUPOBAHO OKO-
no 80-90% cny4aes. KnvHnyeckas KapTMHa CO CTOPOHBI
KOXHbIX MOKPOBOB MpOABASETCA B BUAe W36bITOYHOIO
wenyweHns. Ona Toro 4Tobbl pa3Buics NpUobpeTeHHbIN
MXTNO3, He06X0AMMO coYeTaHme psga hakTopos (Henpa-
BUNbHBIN YXO[ 3a KOXeW, pas3nuyHble 3abonesaHus, yno-
TpebreHne nekapcTBeHHbIX CPeACTB, He[oCTaTO4YHO cba-
NaHCcupoBaHHOE NUTaHne, paccTporncTBa ropMoHasribHoOro
xapakTtepa). Ons AUarHOCTUKU MXTMO3a WCMOMb3yHTCH
noapo6HbIA aHaMHes, [aHHble KIIMHUYECKOW KapTuHbI,
FMCTONOMMYECKOro U 3NEKTPOHHO-MUKPOCKOMMUYECKO-
ro nccnegosaHuii. Cneumuryeckoro nevYeHns MxTmosa
He CyLlecTBYyeT, B CUCTEMHOM Tepanuun NMPUMeEHAIT Mpo-
M3BO[AHblE BUTaMWHa rpynnbl A, Ans HapyXHOro nede-
HUA UCMOMb3YIOT KepaToNUTUKN, a TakXe yBnaxHsioLime
M cMmfAryalowme cpefacrsa B KOMIMIEKCe C Jlie4ebHbIMU
BaHHaMu 1 potoTepanuen. B HacTosLee BpeMsa Oorpom-
Has 3Ha4YMMOCTb npuaaeTcss 06y4eHuto 60MbHbIX UXTUO-
30M U X POACTBEHHWKOB HaBblKaM eXefHeBHOro yxoaa
3a KOXeW M Heob6xoAuMbIM npouenypamMm Ansa KomagopT-
HOrO BbDKMBAHUSA, a TakXe NCUXOoNorn4eckon nogaepxke
u coumansHon agantauuum. [Ji
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