


Knaccmdukauma BpoXKAeHHOro nxTmosa
no MKB 10 (Q 80)

Q 80.0 Nxtno3 npoctoun

Q 80.1 NxTno3, cBA3aHHbIN C X-XPOMOCOMOM (X-cLuenneHHbIn
NXTNO3)

Q 80.2 MnactnHYaTbIM (namennapHbIN) UXTUO3

Q 80.3 BpoxkaeHHaa bynnesHaa Uxtmo3ndopmHas
3pUTPOAEPMMUS

Q 80.4 Nxtno3 nnopa («nnoa ApneknHa») — nxTmoandopmHas
3PUTPOAEPMUNA CYXOro TUNA

Q 80.8 pyrov BpoXAEHHbINA NXTNO3

Q 80.9 BpokaeHHbIN MXTUO3 HEYTOYHEHHbIN




BpoxaeHHbIU nxtnos (BU)

* BU obbeanHaET rpynny pasnmyHbix opm UXTNO3a, NPOABAAIOLLMXCS
V*Ke Npu poxaeHnn pebeHka B pesynbrate GopmMmnpoBaHUA
NaTONOrMYeCcKoro NpoLecca eLle y naoaa.

* B HacToAwee Bpema B rpynne B BbiaenAloT cneaytowme oCHOBHble
HO30/10TUN:

- UXTKo3 nnoaa (nnoa ApaeKknHa), ayToCOMHO-pPeLECCUBHOE
HacnepoBaHue (AP);

- BPOXKAEHHAA UXTUO3NDOPMHAA s3puUTpoaepMuUA cyxan, AP;
- TAaMennApHbIn nxtmos, AP;

- bynnesHaa UXTMO3MPOPMHaA SPUTPOAEPMUA, AYTOCOMHO-
NOMUHAHTHOE HacnepoBaHue (Al);

- CUHApPOMBbI, BKAOYatowme BU, Kak npasunno, AP.

N.C. KopHeeBa, H.A. MenbHMYeHKo YuebHoe nocobue «feHogepmatosbi» 2014 r., 142 cTp.




NxTno3 nnopa («nnoa ApnekuHa»)

* 3TO BPOXXAEHHbIA NUXTUO3, PAa3BUBAIOLLNINCA B
ambpuroHanbHom nepuoge (Ha IV-V mecaue bepemeHHOCTH).

* BO3MOKHO cyLLecTBOBaHME NPEeANnOA0XKUTENBHO B 4-01
XPOMOCOME MyTaLUN, HE COBMECTUMBbIX C }KMU3HbIO (NeTanbHblEe
MyTaLMK), YTO NPUBOAUT K BbIKUAbILY WU POXKAEHUIO
MepPTBOro nNaoaa.

* PasnunyHble peHOTUNbI NPOABAAKOTCA OTCYTCTBUEM UM
NPUCYTCTBUEM B KOXKe KepaTUHOB 6, 16, npodunarrpmHa.

* YactoTa BcTpeyaemocTtu 1:200 000.

* 3aboneBaHue obycnosneHo mytaumamu B reHe ABCA 12
(bonee, yem B 90% cny4vaesn).




NxTno3 nnopa («nnog ApneknHa»): KAIMHUKA

K MOMEHTY poXKaeHus pebeHKa KANHUYECKana KapTUHa NXTUO3a
NOMHOCTbIO chopMuUpoOBaHa.

* KorKa HOBOPOXKAEHHOTIO cyXan, YTO/ILLLEeHHasn, MOKPbITa POroBbIM
NaHUMUpPEM, COCTOSILLLUM U3 POroBbIX LLLUTKOB CEPO-YEPHOTrOo LBETa
TONWMHOM A0 1cm, rnagKux Uam 3a3ybpeHHblX, pasaesieHHbIX
6opo3gamm u TpewmnuHamu.

* B KOXHbIX CKNaJKax nopaxkeHne HanommHaet acanthosis
nigricans.

» XapaKTepHa TakKe anddy3Haa Kepatogepmma NagoHen U
noAoLUB.

* PoToBOe oTBEpCTUE HEPEAKO PACTAHYTO («pPblbUI POTY),
MaIoNoABUKHO UK, HA0OOPOT, PE3KO CYXKEHO, HANMOMUHAET X0boT,
eaBa NPOXoAMMO ANA 30HAa.




UxTno3 nnopga («nnog ApaeknHa»): KAMHUKA.
[lpogonkeHue.

* Hoc 1 yLWHble paKoBUHbI AePOPMUPOBAHbI, BEKU
BbIBOPOYEHbI, KOHEYHOCTU YPOAANBbLIE (KOCOPYKOCTD,
KOHTPaKTYpPbl, alHTYM, CUHAQAKTUINA).

* YacTto HabntogatoTca ToTanbHAA asoneuma u
anctpoduma Horren; MUKPOPTanbMmsa, MUKPOTrnpua,
KaTapakKTa.

* BONbLIMHCTBO AETEN POXKAAIOTCA MEPTBLIMMU,
OCTa/ibHble YMMUPAIOT BCKOPE Nocne PoXKAeHUs OT
M3MEHEHWNIN, HECOBMECTUMbIX C }U3HbIO, UCTOLLLEHUA,
cencuca.




BpoXAEeHHbIN NXTNO3
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MaTtomopdonorna BpoKAEHHOIo MXTUO3a

* fUcTONOrMYECKU B anNnaepmMmce BblparkeH AndPy3Hbin
MOLLHbIN rTMNepKepaTo3: poroson caou B 20-30 pas Tonue
POCTKOBOrO (MasibMUrMeBa) cnos aNUAePMnUca, 3ePHUCTbIN
cnon nnbo otcyTcTByeT, AIMBO COCTOUT U3 OAHOro PAAA KNETOK,
cogepallux MesIKMe KepaTtormaanHoBbIE FrPaHybl.

* [pu OKpacKe Ha XUpP 0OHAPYKUBAIOT MENKUE OTNIOXKEHUSA
HeMTpasibHOro X1pa, rMaBHbIM 06pPa3oM B OPOroBeBatoLLINX
KNeTKax.

* Ha BCKPbITUKM B TKAHAX rOJIOBHOrO MO3ra BbIABAAIOT
HEe3pPenoCTb N YMEHbLUEHUE KONNYECTBA HEPBHbIX KNETOK,
XPOHWYECKUM XpOMATONN3 KNETOK bepTa B ABUraTENIbHOM
OTAEeNEe Kopbl U 3HAYUTE/IbHbIN N3OLITOK OANTOAEHAPOINNN B
nobHom otaene.




PeKomeHaaunu no BeAeHUIO TaKUX AeTeun

* [MaumeHTa cpasy Nocae PoXKAEHUSA rocnUTan3nMpoBaTh B
oTAeneHue peaHMmaLum HOBOPOXKAEHHbIX.

* YCcnoBuA BbIXaXXMBaHUA — KIOBE3 C NogaeprKaHnem
NOBbILLIEHHbIX NAaPaMETPOB BAAKHOCTU U TEMNEPATYPOU
OoKpyXatowen cpeapl +33-35 rpaaycos Llenbcus.

* LleHTpanbHbIM BEHO3HbIN AOCTYN — KaTeTepm3auma nynovyHOM
NN NOAKNHOYNYHOM BEHbI PEHTIEHOKOHTPACTHbLIMMU
COCYAUCTbIMM KaTeTepamm ¢ 06A3aTeNnbHbIM
PEHTFEHKOHTPO/IEM CTOAHUA KaTeTepa B pycae cocyaa.

* PecnupaTtopHaa noaaeprkka — nogayva yBAarKHEHHOTO
Kucnopoaa vyepes AMLUEBYO MacKYy.




PekomeHaauum no BeAeHMNI0 TaKNUX aeTeun
(npoaonkeHue)

* [pegHn30n0H 13 pacyeta 1-2-2,5mr/Kr/cyT. , 7-10 aHein.

* CuctemHas aHTUbaKTepumanbHaa Tepanua npenapaTtamm LWNPOKOro
CMeKTpa AeNCTBUA.

* CuctemHas NpoTUBOrpnbKoBan Tepanums.
* [MpobnoTuKM.
* NHPy3noHHana Tepanua no 100-130mn/Kr/cyT.

* JHTepasibHOe 30HA0BOE NUTAHME FPYAHbIM MOJIOKOM, @ NPU €ro
OTCYTCTBMM — BbICOKOAAaNTUPOBAHHBIMMU MOJIOYHbBIMW CMECAMM.

e MECTHYIO TEPATNWKO npoBoagmMm No NpUHUKUMNAM NepeBA30YHbIX
METOA0B OXKOroBowu xnpypruun. lNepesaskn nposogATcA
HenocpeacTBEHHO B YC/IOBUAX KlOBe3a.




PekomeHaauum no BeAeHMNI0 TaKNUX aeTeun
(npoaonkeHue)

* Becb KOXHbIM NMOKPOB O6pa6aTbIBaeTCﬂ TENJIbIM PaCTBOPOM
BOAOPACTBOPUMOTO aHTUCETNTUKA MNP NMOMOLLN CNpeAd.

i nOpa)KeHHbII\/Jl NOKPOB NOKPbIBAETCA r§MNoa/iJiepreHHbiMH
HeaaresnsHbiMU I'Iapa(I)VIHI/I3MpOBaHHbIMM BPpEMEHHbBIMU CETHATbIMUA
PpaHeBbIMU NMOKPbITUAMMW.

* AYenKn CETKM Ha KOXKe 3anOJIHAKOTCA BHaYane reJiem co CTpecc-
NTIMMUTUPYIOWMMK PakToOpamm Ha NnpoTaxkeHuun 3-4 aHen. C 4-5 aHA
reJib 3aMeHsIEM Ha Kpem.

* CetyaTtble NOKPbITUA NMOKPbIBAKOTCA MHOTOC/IOMHbIMM
acenTn4eCKMMmmn MmapsieebiMmun NOBA3KaMMU.

e Kynatb naumeHTa Ha 7-8 CYyTKM B BaHHE C A06aBNEHNEM 3MY/IbCUY,
OCHOBHbIM aKTUBHbIM KOMNOHEHTOM KOTOPOW ABNAETCA }KUAKUMN
napaduH (63,4%).

KnnHuyeckue pekomeHaaummn Nxtnos, ObLiepoccuiickas obLecTBeHHas opraHmMsaLma «Poccuiickoe o6LLecTBO AepPMaTOBEHEPOIOrOB U
KocmeTonoros», 2016




NNamennapHbin uxtmnos (/1A)

CUH.: nnacTUHYaTasa 3KcHoMMaLNA HOBOPOKAEHHbIX, KONTOANNHASA
KOXa HOBOPOXKAEHHbIX, «CaNbHbIN MXTUO3», YHUBEpPCcanbHasa cebopes
HOBOPOXAEHHOTrO.

* 3Jta dopma 6bIna onucaHa E.Seligmann (1841) kak
«3NuaepmanbHaa AecKkBamaLlmsa HOBOPOXKAEHHbIX».

* TepmuH «JIN» Beenn L.Gross u L.Torok (1895). 31oT TepmuH
BHa4ane NCNO/Ib30Ba/icA ANA BCeX TUNOB HebynnesHoro AP nxtnosa
(Kpome nnoga ApneknHa u CMHAPOMaAbHbIX POPM MXTUO30B), HO C
KOHUa 80-X roaos BbiAe/ieHbl ABe 6onblIME KAMHUYECKMNE Tpynnbl:
NaMennApHbIN UXTUO3 U BPOXKAEHHAA UXTUO3UPOPMHAA
3pUTpOAEPMUA.

* JIN — pegkasn, reHeTUYECKU reteporeHHas, rpynna 3abonesaHunm c AP
TUNOM Hac/iea0BaHUA, 0OYCNOBNIEHHAA MYTALUUAMM B HECKOIbKUX
reHHbIX JIOKYyCaX.




[eHeTnKa J1

* 3HaYUTENIbHOE KOJIMYECTBO C/Iy4aeB MUMEET MPOMEKYTOUYHbIE
deHoTunbI.

* CywecTsyeT 5 reHeTn4yeckux tunos J1A.

* IN | Tmna — B 90% cnyyaes. Habatogaetca nponmdepaTmBHbIN
rmnepkepartos (YyCKopeHHOoe NPoABUKEHUE KEPATUHOLIUTOB OT
6a3a/1bHOr0 C/10 K MOBEPXHOCTU KOXKMK).

* JIN IV Tnna - no3gHo maHudecTupyowaa opma
* OnuncaHa ¢opma JIM (V tvna) c AQ TMNnom HacnenoBaHUA.




KannHuka J1U

* BcTtpeyvaetca c yactoton 1:300 000 poaos.

* 3aboneBaHUe NPOABAAETCA NPU POXKAEHNN pebeHKa KapTUHOWM
TaK Ha3blBAae€MOro «KonnoaumHoro» nnoga. OaHako
KONNOAUNHBIA NA0A MOMKET ObITb Ha4a/ibHbIM NPOABEHUEM
He ToNbKo JIU, HO 1 Apyrux GopmM: UXTMO3a, CLENNEHHOIO C
NOJIOM, 3NNAEPMONNTUYECKOTO NXTNUO3a, CUHAPOMa LLlerpeHa-
J1apccoHa.

* JleTaNbHOCTb B Nepuod HOBOPOXKAEHHOCTU — OK010 11%,
HeoHaTa/NbHble oCNnoXKHeHnA — B 45% cny4yaes.

* YXKe Npu poXAEHUN KOXKa pebeHKa NO/IHOCTbIO MOKPbITA
TOHKOM CYXOMN XEeNTOBATO-KOPUYHEBOMN MNAEHKOMN,
HAaNOMMWHAIOLWEN KONOAUN.




Kanuunka JIN (npoaonkeHne)

* B oTaenbHbIX CAy4aax KOANoOAUMHAA NAEHKa, NPOCYLLEeCTBOBAB
HEKOTOPOE Bpema, NPeBPALLAETCA B KPYMHbIE YeLlyIKM
(namennapHas aeckBamalMa HOBOPOXKAEHHbIX), U eLle B paHHEM
rpyAHOM BO3PACTe NOAHOCTbIO UCYE3aET, U TOrAa KoXKa Ha
NPOTAMKEHUU BCEM }KU3HU OCTAETCs HOPMaJIbHOM.

* B 60/1bLUMHCTBE CAYYaEB YellynKn, 0bpasytolimecs 13 naeHkKu,
OCTAlOTCA HA KOXE NMOKU3HEHHO.

* C BO3pacTOM 3pUTPOAEPMUA PEFPECCUPYET, a TMNepKepaTos
ycunmsaeTtcsa. MNoparkeHne 3axBaTbIBAET BCE KOXKHbIE CKNAAKM,
NPUYEeM U3MEHEHUA KOXKM B HUX YacTo bosiee BbiPaKeHHbIe.

* Korka nnua o6bi4MHO KpacHas, HaTAHyTas, wenywnTtca. Bonocucras
4aCTb ro/10Bbl NOKPbITAa 0OMABHBIMW YellyMKaMMy, YILHbIE PAKOBUHbI
CKPYYEHHbIE, C 0OUAbHbIMU POrOBbIMM HACNOEHNAMM, B TOM YucCe
N B CIYXOBbIX NPOXOAaX.




Kanuunka JIN (npoaonkeHne)

* HabntogaeTtca nosblleHHasas NOT/IMBOCTb KOXW NaoHEN, NOAOLLB,
nmua.

* Bonocbl M HOFTKU pacTyT bbicTpo (rMnepaepmoTpodms). BoamorKHbl
aHOMa/IMN BONOCAHOIO CTEPXKHA (cm.cuHApom HeTepToHa).

* HorTteBble NNACTUHKK AePOPMUPYIOTCA, YTOLLAKOTCA; OTMEYAtOTCH
NoAHOITEBOU rMnepkepatos, AuPPy3Hbin KepaTo3 Na0HEN U
NnoaoLB.

* Y % 601bHbIX HAONOAAETCA TaKXKe SKTPOMNMOH, KOTOPOMY HepeaKo
CONyTCTBYIOT Narodptasbm, KepaTut, poTtoPobusa, skc1abumoH.

* WNHoraa npu namennapHOM UXTUO3Ee OTMEYaOT YMCTBEHHYHO
OTCTa/I0CTb.




Kanuunka JIN (npoaonkeHne)

° — «NAKMPOBAHHbIE» MOAYLIEYKM
NanbLEeB NPU NJIaCTUHYATOM UXTUO3€e; 0ObycnoBAEH aHOMaNNEN
OPOroBeHUA KOXU U TMNonaasnen annaepmasbHbiX rpebHen.

* [nyboKune TpeLimMHbl CNOCOBCTBYIOT NPUCOEAUHEHMIO BTOPUYHbIX
MHbEKUUN, BNIOTb A0 Cerncuca.

* BblaenaoT ¢petanbHyto, O4eHb TAXKENYI0, GopMy laMeNApPHOro
nxtnosa — ichthyosis fetalis gravis, obaeruennytio - ichthyosis
congenita larvata n otcpoyeHHyto - ichthyosis congenita tarda.

* uctonorua. XapaktepHbl NPoAnpEepPaTUBHbIN rMNepKepaTos (MHoraa ¢
napakepaTo30M), HOPMaJibHbIA UKW YTONLLEHHbINA 3€PHUCTbIN CNION,
YMEPEHHbIN aKaHTO3, rTMnepTpodmna COCOYKOB AEPMbI, YBEANYEHNE
CaNbHbIX M NOTOBbIX XKe/e3, YyMepPeHHbIe XPOHUYECKUE BOCMANIUTE/IbHbIE
NepuBacKyIspHble UHOUIbTPATbl B BEPXHUX OTAENAX AEPMbI.

depepanbHble KAMHUYECKME pEKOMEHAaL MM No BeAaeHUto 60bHbIX MxTMo3om. Mocksa, 2013.
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CuHapombl, BKAOYarowme BU

CuHapom HetepToHa: atonnyeckana saKk3ema, UXTnos, ao3nHodpuama, nosobiweHue IgE,
«6ambyKoBble BOJIOCHIY.

Cunpgpom MonoBa: BU, Kap/aIMKOBbIN POCT, OCTEONOPO3, onnroppeHma. Tun HacneaoBaHUA
He onpeaeneH.

CuHapom Pedpcyma (cuH.: Te3aypmnamos GUTaHOBOM KMUCNOTbI): y AeTen ctaplue 10 net —
MXTMO3, KepaToaepPMUA NaA0HEN U NOAOLLB, MPOrpeccMpyroLLan MblllevyHasa cnabocTb,
MO3}KeYKOBaA aTaKCUA, HETBEPAAA NOXOAKA, MUTMEHTHbIN PETUHUT, NnepudepunyecKkasn
NOAMHENPONATUA, IIYXOTa, KapAUMOMMONaTHUA.

CuHapom Pyaa: HEMPOUXTUO3 C TMNOTOHAAU3MOM U aHemmnen. AP nnm X-cuenseHHbln:
NXTNO3, NCEBA0AKAHTO3, asloNeuuns, anMaencusa, NoAMHenponaTua, rMNOroHaan3m, aHemus,
CHUXeHue cayxa.

CuHapom YaHapuHa-AodmaHa (CMH.: Te3aypmn3mMo3 HelTpanbHbIX TMnuaos): BU
MeJIKONNACTUHYaTbINM, renaTtocn/JIeHOMEraans, Katapakrta, 1abMpUHTOBas MyXoTa,
MWOMaTUA, aTaKCusA, MHOTAA OTMEYaeTcs MUKpoLuedanus, 3aaeprkka YMCTBEHHOIO Pa3BUTUA.

Cunapom LLerpeHa-J/lapccoHa: spuUTpoaepMus, NaA0HHO-NOAOLLIBEHHAA KepaToaepMus,
HeTBepPAOCTb MOXOAKU, KMUPAMUAHbIA 3HAK» - CUMITOM MOPAXKEHUA MMPAMUAHOTO NyTH,
AUNerns, TeTpannerua, NPorpeccupytoLliasn 3aep*KKa NncMXxoMmoTOPHOro pPasBUTHUA.

Tpuxotnoauctpodusa: BIDS-cnHapombl B pa3iMUHbIX COYETaHMAX (OCHOBHbIE — IOMKME
BOMIOCbI U anoneuus), NXTNO3, HapyLLUeHMe YMCTBEHHOIO pPa3BuTUA, a
TaKe NOHUMKeHHasa GepTUNbHOCTb, Kap/IMKOBbLIA POCT).




JleyeHne NXTNO308

* [Mpn pasnnyHbIX GopmMax UXTMO3a LUMPOKO NCNOb3YIOT
npenapaTbl, coaepKallne BuTamuH A (B BUae Kanenb, Kancyn,
BHYTPUMbILIEYHbIX UHBEKLWUIA) B TeYeHue 2-3 mecAaues, C
MHTEepBa/ZIOM MeXay Kypcamu 1 mecad,.

* Hanbonee apPeKTMBHbIMM NpenapaTamm BUTaMmmHa A
ABNAIOTCA NPOM3BOAHbIE PETUHOEBOW KMCNOTbl — HEOTUTA30H
(Ha3HayatloT U3 pacyeTa 1Mr/Kr; ANUTENBHOCTb Kypca nevyeHus
oT 2-3 mecaues 4o 1 roaa).

* B Komnnekc Tepanmn, NOMUMO BUTaMUHA A, BKAIOYALOT
BuTamunHbl B1, B2, B6, C, H, HUKOTUHamuA.




JleueHne nxtno3os (NpoaonKexHue)

* B taxenbix cnydyaax B Ha3Ha4alOT CUCTEMHbIE
MMKOKOPTUKOCTEpOMAbl.

* HauyMHaTb KOPTMKOCTEPOUAHYIO TEPAMNMUIO CAEAYET KaK MOXKHO
paHblie, B 1- mecau, Xn3Hm pebeHka, npeaHn3onoH no 0,75-
3,5Mr/Kr , B KOMBUHaLKUKM C NpenapaTtamm Kanus,
aHaboNMYeCcKMMM ropMOHaMM, aHTUBUOTMKamu (no
NOKa3aHUAM).

* [1NNTEenbHOCTb KOPTUKOCTEPOUAHOM TEPANUUN B CpeaHEM
coctasnfaeTt 60-80 aAHEn, co CHUKeHnem Ao3bl Ha 1-1,2mr
Kaxkable 3-4 aHA.

* B 6onee crapwiem Bo3pacte UCNO/Ib30BaHUE
KOPTUKOCTepouaos HeaPpPeKTUBHO.




JleueHne nxtno3os (NpoaonxKkeHue)

* Tanacco- n rennotepanus, cyibdUaHbIE N YINEKUC/bIE BaHHbI, a TaKKe
NNoBble U TOPPAHbBIE rPA3N PEKOMEHAYIOTCA Kak PaKTOPbl KYPOPTHOro
NleYeHns NPU UXTUOS3E.

* @ototepanua: UVB 311um nan pePUVA-mepanus

* HapyrKHaa Tepanua BKAKOYAET Ma3n C BATAMUHOM A, apoMaTUYECKUMMU
peTuHongamu, 2-5% cannumnoByo masb.

e [1na NTMKBMAALUUN MACCUBHbIX POrOBbIX HAaC10EHUN MOXHO UCMO1b30BaTb
Ma3b ¢ moyeBnHOM 10-20%, rMKO/EeBOU, MOJIOYHOM KUC/IOTaMMU.

* He peroMeHAYETCA KOHTAKT C O6€3BO)-KMBaI-OLLI,I/1MM cpeacrBaMm1 1
anneprninpyrowimmm sellleCtBamm.

* [1nAa mbITbA He cieayeT N0/b30BaTbCA LWEeN0OYHbIMU MbllaMMN.

* BosbHble HYXXAal0TCA B TPYAOYCTPOMCTBE.

KnnHuueckune pekomeHgaummn Nxtrnos, ObLiepoccuiickas obLLecTBEHHas opraHnsauma «Poccninckoe obLecTBo AepMaTOBEHEPOIOrOB U
KocmeTtonoros», 2016







