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CuHppoM  HeteptoHa (NS) — 370
HacneaCcTBEHHOE  AQyTOCOMHO-PeLeCcCHBHOE

3aboneBaHne C BaprabenbHOW
¥ 5KCNPEeCcCMBHOCTDIO, ConpoBOXaatoLLMecs
1 HapyLUEeHVEM KepaTUHU3aLM.

pebeniok B.H. Tlpuwko TH., BbakonnHa H.B. 3atopckas HO. KnuHuyeckoe
HabngeHre cuHgpoma HeTepToHa B AMHaMuke. KnuvHuWuveckas aepmaTtoniorns u
BeHepoiorns. 2015,14(6).62-65.




UcTopusa cuHgpomMma HeTtepToHa

[Mpu3Hak NS ichthyosis linearis circumflexa (ILC), onncan KomMen B 1949 roay
(ByoswmE nonnumMKNnYeckme spruTeEMATO3HbIE BbICbINMAHUS C 3a0CTPEHHBIMU
LMPUMHAPHBIMU UM CEPNUTMHUPYIOLWMMI YeLlyMKaMin)

bambykoBble Bonochkl (trichorrhexis invaginata) - "ball in cup” onucan
HeTepToH B 1958 roay

[lepBble 2_Mpu3HaKa U _amonu4yeckul ouame3 COOTBETCTBYIOT M3BECTHOM
Tpwrage, Bnepsble onMcaHHoOW YUIKUMHCOHOM B 1964 roay

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez DE.
Netherton Syndrome: Case Report and Review of the Literature



nuaeMuonorunsa

YacToTa BCTpeYaeMOCTM COCTaBAdeT MPUMMEPHO 1 cnydyanm Ha 10 000-15 000
HOBOPOXXAEHHbIX

PacnpocTpaHeHHOCTb — 1-9/1 000 000
13BECTHO, UTO Cpeau NnauneHToB 6oIee BbICOKAs YacTOTa 3a60NEBAHUS Y XKEHLLMH,

UTO MOXXET O6bITb O6YC/IOBAEHO Pas3nNuMIMM B XPOMOCOMHOW CTPYKType U
BbIPAYXEHHOCTbIO GEHOTUMMYECKMX XapPaKTEPUCTUK

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez DE.
Netherton Syndrome: Case Report and Review of the Literature.




PakTopbl pUcka

reHeTn4yecKasa NpeapacnonNoXXeHHOCTb B BUAE CEMEMHbIX CNy4YaeB CMHAPOMA
BO34ENCTBME TepaToreHHbiX 0aKTOPOB BO BpeMA BEPeEMEHHOCTU, TaKMUX KaK
MHEKUNOHHbIE 3aboneBaHudA, ynoTpebneHme ankorond M HEKOTOPbIX

MeOMKAMEHTOB

BO3pacT MaTepu cTapwe 35 neT, 4To YyBENUYMBAET PUCK XPOMOCOMHbIX
aHOManNuMM y nnopa

aKonormyeckne akTopbl, BKIKOYAA 3arpA3HEHMEe OKpy»Kalollen cpeabl U
XMMUYECKMNe BeLLLeCcTBa, KOTopble MOryT NOBANATL Ha pPa3BUTUE IMOPUOHA

Hananume gpyrmx reHetTnd4eCkKnx CMHaQpoMoB B CEMEMHOM aHaMHe3e



KnioueBoun pakTop nartoreHesa

- myTauma reHa SPINKD, koaupyrowero 6enok LEKTI, koTtopbin
MHIMBUNpPYET CEPUHOBbLIE NPOTEA3bl 3NNAEPMUCA

- BcneactBme peduumta 6enka LEKTI Hactynaetr m3bbiTouHoe
Yyelwlymyatoe WenylweHne poroBoro csosa anmagepMmca, KoTopoe
CONPOBOXXAAETCH 3PUTEMATO3HO-CKBAMO3HbIM NPOLLECCOM

Bakynes AJl, Kapakaesa AB., Kynsaes KA., Enndanosa AKO., Katkosa N.0O., Cnecaperko HA., JastaH B.A, Konnakosa H.H. KnuHuueckuin cnyyar A

cuHapoma HetepToHa // CapaToBCKUIA HayYHO-MEAMLMHCKIMI XKypHan. 2013. T. 9, N° 3. C. 605-607.
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KnunHuyeckasa kapTuUHa

XapaKTepHasa KJIMHM4YecKasa Tpuaaa.

1. VMIxmuo3ugpopmMHasa spumpooepmus =
JIMHENHbBIN UXTNO3 C LMPKYMPIIEKCOM,
apUTPOOEPMUS

2. HapyweHue 8 cmpoeHuuU 80A0C =
6aMbyKOBble BONOCHI (MHBArMHUPOBAHHbIN
TPUXOPEKC)

3. HapyuweHue ummMyHHOU pe2yrsyuu =
aTonmMyeckas NpenpacnoioXeHHOCTb C
BbICOKVMU YpOoBHAMU IgE, B-KNeTo4YHbIN
MUMMYHOLEPUUNT U CENEKTUBHBIN LEPULNT
AHTUTEN

Bakynes AJ1., Kapakaesa AB. Kynges KA., EnndarHosa A.lO., Katkosa W.0., CnecapeHko H.A,, JasTaH B.A., Konnakosa H.H. KnuHuyeckunn cnyyam
cuHgpomMa HetepToHa // CapaTOBCKUM HAYyYHO-MEONLIMHCKUM XYypHan. 2013. T. 9, N° 3. C. 605-607.




1. UxTnosndpopmHag aputpogepmus

- OOHapPYXXMBaeTCsa NPy POXAEHNM pebeHKa

- HOCUT OUIPY3HLIM XapakTep, 3aHMMAaeT BeCb
KOXHbI MOKPOB

- rMnepkepaTMyeckme  HacloeHuss  Haumbonee
Bblpa)XeHbl Ha LWee B KPYMHbIX CKaaKax W
crmbax, Moryt o06pa3oBbiBaTbCs  Ny6oKuMe,
60Ne3HEHHbIE TPELUMHDI

- HA BOJIOCUCTOM YacTW rOJ/IOBbl OTPYyHEBUAHOE
LenyLeHme

Bakynes AJl., Kapakaesa AB., Kynaes KA, Enudanosa ALK, Katkosa N.0., Cnecapenko HA., JastaH B.A., Konnakosa H.H. KnuHnuecknin cnyyan
cuHapoma HeteptoHa // CapaToBCKUIA HayYHO-MEANUMHCKWIA XypHan. 2013. T. 9, N° 3. C. 605-607.




a. 9PUTEMATO3HbIE U CEPMUTMHO3HbBIE BASALLKMN C XapaKTEPHbIM OKAMMASIOWMM YELLYMYaTbiM KPaeM.
b. 3K3eMaTO3Hble MOPAXEHUS BEK W MEX3YBHbIX MPOMEXYTKOB. OTCYTCTBME BHELUHEMN YacTu
bpoBen.

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez DE. Netherton Syndrome: Case Report
and Review of the Literature. Skin Appendage Disord. 2021 Aug;7(5):346-350. doi: 10.1159/000514699. Epub 2021 Jun 15. PMID: 34604321; PMCID:
PMC8436607.



2. HapyuweHue B CTpoOeHUu BoON0C

PasHbie TUMNbl aHOManM BONOC:!

rnepeKkpy4veHHble BOJIOChI

- MHBarMHMpYoLWMIN 1 y3/10BaTbIV
TpUXOpPEKCUC

- U3MeHeHWMe TOJILLWMHbI BOJTOC

- TOTaJlbHasa N1 Cy6TOTaﬂbHaFI aJiorneund

BHeLWHWIN BUA BOIOCUCTOM YaCTW rONOBbI Y MauMeHTa

Netherton's syndrome: A syndrome of elevated IgE and characteristic skin and hair findings Smith, David L. et al. Journal of
Allergy and Clinical Immunology, Volume 95, Issue 1, 116 - 123

Bakynes AJ1, KapakaeBa AB., Kynses KA, Enndanosa AlO., Katkosa U.0., Cnecaperko HA, [lasTaH B.A, Konnaxkosa H.H. Knununueckuii cnyvai
cuHapoma HetepToHa // CapaToBCKyii HayUHO-MEeANUMHCKMI XypHan. 2013. T. 9, N° 3. C. 605-607.



Tpuxopekcmnc mHBarnHaTHbIM. CneBa CTep)XeHb BOJSIOCa C/IOMaH. Ha npaBoM KOHUEe BMOHAa

TUMNYHaA «LwapoBmnaHad roJ1I0BKa» TPNXOPEKCUNCAa, ANCTaJibHas 4acCTb CTepPXHA
NMHBarMHMpoOBaHa B NMPOKCKMaJlIbHYHO HaCTb.

Netherton's syndrome: A syndrome of elevated IgE and characteristic skin and hair findings Smith, David L. et al.
Journal of Allergy and Clinical Immunology, Volume 95, Issue 1, 116 - 123



YBenmyeHume <apWKa U rHe3ga> rnpu 60/1e€ BbICOKOM pa3peeHnn.

Netherton's syndrome: A syndrome of elevated IgE and characteristic skin and hair findings Smith, David L. et al. Journal of

Allergy and Clinical Immunology, Volume g5, Issue 1, 116 - 123 -



Fig. 2. a Dermoscopy of eyebrows. Bamboo hairs (green), golf tee hairs (yellow) and matchsticks hairs (red).
b Trichorrhexis invaginata, confirmed with optical microscope from a sample of the occipital region. ¢ Histopa-
thology with hematoxylin and eosin stain at x20 magnification showing hyperkeratosis, acanthosis, focal hyper-
granulosis, and superficial perivascular lymphocytic infiltrate,

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez DE. Netherton Syndrome: Case Report and Review of the
Literature. Skin Appendage Disord. 2021 Aug;7(5):346-350. doi: 10.1159/000514699. Epub 2021 Jun 15. PMID: 34604321, PMCID: PMC8436607.



3. Hannume pasHbiX TMNOB aTonNuM

- aToOMM4ecKuni AepMaTnT

- 6p0H><|/1an bHad aCTMa

- KpalimBHNWLUA

- AQHIMOHEBPOTUYECKNN OTEK

Bakynes A.J1., Kapakaesa AB. Kynsaes KA. Enndarosa A0, Katkosa N.0., Cnecapenko HA. asTtaH B.A., Konnakosa H.H. Knunnyeckuin cnydanm
cuHapoMa HetepToHa // CapaToBCKUIA HAyYHO-MEOMUMHCKWA XypHan. 2013. T. g, N° 3. C. 605-607.




Adpyrme npusHaku

- 3y[ KOXMU

- XpPOHMYecKasa HEMHPEKLIMOHHAsA amnapes

- YMCTBEHHAas OTCTaNIOCTb, HEBPOJIOrMYeCcKasa CMMNTOMATHKA
- HU3KNWN POCT

- rnoraMmmariobyImMHeM1sa 1 rmnepraMmariobymHeMus]

Bakynes A.J1., Kapakaesa AB. Kynsaes KA. Enndarosa A0, Katkosa N.0., Cnecapenko HA. asTtaH B.A., Konnakosa H.H. Knunnyeckuin cnydanm
cuHagpoMa HetepToHa // CapaToBCKWMIA Hay4YHO-MeOUUMHCKMIA XypHan. 2013. T. g, N° 3. C. 605-607.
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BonbHas J1. ¢ cMHapoMoM HeTepToHa Bo BpeMst neveHus B IKBO: B okTa6pe 2001 T. (@), B anpene 2012 . (6, B)

pebeHtok B.H., Mpuwko T.H., BakoHnHa H.B., 3atopckas H.O. KnuHnyeckoe HabageHne cuHapomMa HeTepToHa B AMHaMUKeE.
KnnHnyeckas oepmMaTtonorusa n BeHeponorus. 2015,14(6).62-65



OduarHoctuka

BbICOKUIN ypoOBeHb IgE

M3MEHEHMA B UMMYHHOM CTaTyce

aMUHoaLMaypu4

rTMCTOIONMYECKOE UCCefoBaHne:

B anunaepMu1ce - rnepkepaTos, NnapakepaTos, akaHTo.

CIMNOHI’Mo3

B AepMe - MepurBaCKYNSPHbIe MHPUIbTPATbI L3
rMCTUOLMTOB, IMMIOLINTOB, HENTPODUIOB)

Netherton's syndrome: A syndrome of elevated IgE and characteristic skin and hair findings Smith, David L. et al. Journal of
Allergy and Clinical Immunology. Volume 95, Issue 1, 116 - 123



AnddpepeHumnanbHasa
AUNarHOCTUKA

- BpPOXOEeHHas Hebynne3Has UXTMo3ndbopMHas
dpUTPOAEPMUS

- IPUTPOAEPMUYECKUIN MCOPUA3
- aTOMUYeCKM gepmaTuT

- TAMENNIFAPHbBIN UXTUO3

- CcebopenHbIN gepMaTuT

- cuHapoM OMeHHa

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-
Lopez DE. Netherton Syndrome: Case Report and Review of the Literature



Ocno)XxHeHus

- TMnepHaTpueMmyeckas germgpataums
- HapylleHmne TepMoperynsaumm
- HapylleHus B 0bLeM pasBuTum

- VMHQEKLUUM N Cencuc

HabnogeHve 3a naumeHtamMm ¢ NS go/mKHO BKIKOYATb PeryigapHble
aepmMatonormyeckme obcnenoBaHMs M3-3a NOBbILLEHHOTO PUCKA Pa3BUTUS paka
KOXMU

A



Hapy)Hoe neyeHue

- CMfAiryalLme CpeacTBa - He pexe 2 p/a, NpPeanoyYTUTeNbHO Noce KynaHua(s
06NacTaX BOCMNAIEHUA KOXU, 9p03UIN, CTMBOB-NyYlle cMardyaolme cpeactsa 6e3
MOYEBWHbI, B T.Y. Ma3b, COAepXallas OKCUL, LiMHKa 1 B1Kap6oHaT HaTpus

- KepaToNMTUKK (127 NakTaT aMMOHKSA)-HECKONbKO pa3 B AeHb, Nyylle nocne
KynaHua (n3beraTb MNPUMEHEHUS  KepaToNIMTUKOB Y ManeHbKUx  aeTen
M HOBOPOXOEHHbIX, CAaNMLMNOBas KMCNOTa NPOTMBOMNOKAa3aHa AeTaM B BO3pacTe
[0 2 NeT, a MOYEBMHA (>10%) He pekoMeHayeTcs AeTIM B Bo3pacTe A0 1 roaa)

-  a@HTUCenTUKM (pa3BedeHue 5 vacTen xaoprekcuamHa B 1000-10000,
OKTeHWaMHa 0,1%, NnonnrekcaHmga 0,1%, pasBeaeHre 1 YacTu NepMaHraHaTa Kanms
B 10000 uaM  pasbaBneHHblM  pacTBoOp  oTb6enueBaTtens  0,005%)-014
NpenoTBpaLLEHMNS PeLMaMBUPYIOLLIMX MHPEKLMI, 2-3 pa3a B Hegento

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez
DE. Netherton Syndrome: Case Report and Review of the Literature



—
Hapy)xHoe neuyeHune (npogonxeHue)

- TOMUYECKUNe KOPTUKOCTEPOUAbI - KOPOTKMMU KypCaMn 13-3a PUCKA PA3BUTUS
cnHapoMa KyLimHra v aTpodum KoxXm

- _Kanbuyunotpuon 0,05% Masb - CUHTETUYECKUM aHanor BuTammHa [ C
AHTUNPONNPEPATHBHbBIM LENCTBUEM, CrocobCTByeT TePMUHAIbHOW
onpPepeHUMpPOBKE anngepmMmca

- TOMUYECKUEe WHIMouTopbl KanbuUHEBPUHA (MVMEKPOSIMMYC, TaKpPOJIMMYC)
OrpaHMYeHHOEe BPEeMS, Ha OrpPaHUYEHHbIX Y4aCTKax BO BPeMS OOOCTPEHUN
(YyMeHblatoT 3y, KOXHble MNPOSBIEHUS, TAXKECTb 3abosieBaHWUS, CUMTAKOTCH
3PPEKTUBHBIMU N XOPOLLO NEPEHOCUMbIMIA)

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez
DE. Netherton Syndrome: Case Report and Review ofthe Literature



CucreMHasa tepanud

- BHYTPUBEHHble MUMMYHorno6ynuHel (BBUIN) (nockonbky NS cumtaeTcss nepBUYHbLIM
MMMYHOOEPUUNTHBIM PACCTPOMNCTBOM)- 6e30onacHbl U 3PPEKTUBHbDI, HO M3-3a OrPaHUYEHHbIX
[OKa3aTeNbCTB UX 2PPEKTUBHOCTM HE PEKOMEHAYITCH ANd ANUTESIbHOTO MNPUMEHEHUS;
Yy MaUMEHTOB C CENEKTUBHOM HEOOCTATOUYHOCTbIO AHTUTEN MPODUIAKTUYECKME QHTUOBUOTUKI
n Tepanmsa BBUT MoryT 6biTb 3GPEKTUBHbBIMU 4719 NPEOTBPALLEHNS MHDEKLNIN

- TapretHaa Tepanua O6uosiorMyeckumMn npenapatamMm (MHQIMKCMMAD, aynuiaymao,
oMannM3yMab); n3-3a NoBblleHHOW akcnpeccun TNF-a 2 naumeHTa neuynnmcb MHPIMKCUMaBbOoM,
C YYUYLLEHMEM KOXHbIX MPOSABNEHUN, a TakKXe C YyaydleHMeM pocTa BOJIOC; yNnydlleHune
KOXHbIX CUMMATOMOB Y 15-51eTHeN AeBOYKM € NS, KOTOpasa nonyvana fevyeHme yCTekMHyMaboMm,
4Yesi0Be4YeCKMM MOHOKJIOHAa/IbHbIM aHTUTEIOM NpoTuB IL-12 n1L-23

- HrMéutTopbl PHO-a He peKkoOMeHAYIoTCS, T.K. MAUMEHTbI, NOyYaloWmMe 3TN METOLbI JIEYEHUS,
MMEIOT MOBbILLEHHbIN PUCK MHPEKLMIN U paKa KOXMU

-  AHTUTMCTaMMHHbIE MNMpenapartbl And CHUXeHUA MHTEHCMBHOCTK 3ya o o

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez
- BUTaAMMWHBbI A’ E DE. Netherton Syndrome: Case Report and Review ofthe Literature O C



DoToTepanusa

- Y3KOMNOJIOCHas ynbTpadumoneToBas GoToTepanns KOPOTKUMM KypcaMm (13-
33 PUCKa Pa3BUTUS paKa KOXW)

Herz-Ruelas ME, Chavez-Alvarez S, Garza-Chapa JI, Ocampo-Candiani J, Cab-Morales VA, Kubelis-Lopez
DE. Netherton Syndrome: Case Report and Review of the Literature




OCco6eHHOCTU BeaeHus

* WHBa3MBHasl pecnupaTopHas nopaaepXxkKa, cypPaktaHT n 6poHxoaunartaTopbl - Mpu
HeoHaTa/lbHOW AbIXxaTeNbHOM HEeLOCTAaTOYHOCTU U JIEFOYHOMN TUMEPTEH3UN Y MIALEHLEB
c NS

* BO3MOXXHbI HEAOCTATOYHbIA OTBET Ha BaKuuMHauuto y geterl ¢ NS -yuynmTbiBaTb Mpwu
COCTaB/IEHUM UX KaNleHOapPs NPUBMBOK

* 3JHAOCKONMYecKoe uccnepgoBaHue - Npu NS ¢ 303MHOPUIbHBIM 330ParnMTom

* npenapatbl ropMoHa pocTa - T[pU 3a0epPXKe W aHOManMgax pPOocTa, BM/IOTb
00 Kap/IMKOBOCTH

* CUCTEMHbIX aHTUBUOTUKN - MNPU PELUOVBUPYIOLLMX KOXHbIX MHPEKUMSX, B TOM YUCTIE
TSXKENbIX, BMJIOTb 4O Cencmca

°* BUTAMMUH D - 0eTam MNagwero LLIKOJIbHOIO BO3pacCTa, NOLPOCTKaM
C  NCUXOCOUMANbHbIMK,  HEMPOMCUXONONMYECKMMUM  NpobeMamMu, nNpu  geduumnte
BUTaMMHa D

Barbati F, Giovannini M, Oranges T, Lodi L, Barni S, Novembre E, Baldo E, Cristofolini M, Stagi S, Ricci S, Mori F, Filippeschi C :
Azzari C, Indolfi G. Netherton Syndrome in Children: Management and Future Perspectives. Front Pediatr. 2021 May ¢
10,;0:645259. doi: 10.3389/fped.2021.645259. PMID: 34041207; PMCID: PMC81418309. ¢ °



CrHACNbO 3A BHUMAHUE



