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Pestome

BpoxLeHHbIN MXTUO3 — rpynna reTeporeHHbIX HacneACTBEHHbIX KOXK-
HbIX 3ab0ieBaHNiA, 4151 KOTOPbIX XapaKTepHO reHepann3oBaHHoe
HapyLUeH1e KepaTUHM3aLMM Mo TUMY runepKepaTtosa, obycnoBneHHoe
aHoManuamu anddepeHunpoBKM anuaepmuca. llepnon HOBOpOX-
LEHHOCTM MMeeT peLuatollee 3Ha4YeHWe A5 NaLMEHTOB C UXTUO30M
13-3a PUCKa Pa3BUTUA OCJIOKHEHWIA, CONYTCTBYHLLMX 3aboneBaHuni
W neTanbHOro UCXoAa. boNbLUMHCTBO OCNOXHEHNIA BO3HUKaET B pe-
3ynbTaTe HapyweHus 6apbepHoi dyHKLWK KoxK. B cTaTbe paccMma-
TpUBAKTCA NPOSBAEHUS UXTUO3a Y HOBOPOXKLEHHBIX, OMUCBIBAIOTCA
PUCKM M OCNIOKHEHNA, a TaKKe NpeAnaraloTcs cTpateruv Habmogenus
U leYeHMs NaLneHToB.

Llenb paboTbi: MpeacTaBUTL COBPEMEHHbIE AaHHble 0 AuddepeH-
LManbHOM AMArHOCTUKE M CTPaTerusx NeYeHns HoBOPOK AEHHbIX
NaLWeHTOB C BPOXAEHHBIM NXTUO30M.

Matepuansl u MeTofbl: [IpoBeeH 0630p poccuitcKuX 1 3apybexHbIx
MCTOYHWKOB, MOCBALLEHHBIX 3TMONOMMW, ANArHOCTUKE U IeYeHUI0
UXTMO3a.

OcHoBHble pe3ynbTaTthl: JuddepeHumnanbHas AMarHocTuka uxTuosa
B HeOHaTaNbHOM Neproje ABAETCA BaXKHON 3aAaqeid, B CBA3M C YeM
paccMoTpeHbl Haubosee )usHeyrpoxatowue nogTunel. Camoe T4-
XeJoe TeYeHue C BbICOKMM PUCKOM JIeTaNlbHOro UCX0/ia XapaKTepHo
Ana uxtnosa Apnekut. Konnoamesblil nio CONPOBOXKAaeTCs MeHee

BbIPaXKEHHOI CUMMTOMATMKOM, He ABNSIETCS OKOHYATESbHBIM AMarHo30M
U B [aNbHelLIeM MOXKET NpUodpeTaTh KIIMHUYECKYIO KapTUHY, XapaK-
TePHYI0 ANs UXTMO3U(POPMHON PUTPOAEPMUU, TAMENNIAPHOIO UXTMO3a
UMW BPOXKLEHHOT0 CaMopa3peLLaloLLerocs xT1osa. [lns cuHapoma
HeTepToHa CBOWCTBEHHO COYETaHWUE BPOXKAEHHOTO MXTUO3a CO CTPYK-
TYPHbIMW aHOMaNUSMU BOIOCSHOTO CTEPXKHS M CKITOHHOCTBHO K aTOMMK.
3NnaepMoNUTUYECKUIA UXTIUO3, CONPOBOXAAtOLLMIACA 00pa3oBaH1eM
My3bIpei 1 3p03uii Ha Koxe, TpebyeT AnddepeHLmMansHON LUarHoCTUKN
He TOJIbKO C UXTMO03aMH, HO M C Bynne3HbIM 3NMAepMON30M, CUHAPOMOM
OLUNapeHHON CTaQUNOKOKKOBOM KOXKM U TOKCUYECKWM 3NUZEPMaIbHbIM
Hekponn3oM. Kax oMy HOBOPOX A€HHOMY C ONMCaHHbLIMU NPOSIBEHN-
fIMU HeobxoaMMa NofAepxKKa Co CTOPOHbI MyNbTUANUCLMMIMHAPHON
KOMaH[bl CNeLUanucToB 1 CBOEBPEMEHHOEe NpoBefeHne neyebHo-
[MarHoCTUYECKUX MEPONPUATUIA, HAaNpaBNeHHbIX Ha NpeAoTBpaLLeHne
Pa3BUTUSA OCNIOXHEHWIA W YXYALLEHWUA COCTOSHMA NaLMeHTa.
3aknioyeHue: AHanu3 faHHbIX MUPOBOI INTEPATYPbI M NPaKTUYECKUI
OnNbIT Hab/1l0 AeHNS aBTOPOB, CBUAETENIbCTBYHOT 0 CJIOKHOCTAX Andde-
peHLManbHON LMarHoCTUKM GOPM MXTMO3a B HEOHATasIbHOM Nepuoge.
B uensx ynyyiueHns cocTosHNUA KOXM, NpodUNaKTUKN MHDEKLMOHHBIX
OCJIOXKHEHMI, KOPPEKLIMM 31EKTPOUTHBIX U AibIXaTeNIbHbIX HapyLLIEHWIA
HeobX0AMMO HaYMHATb CUMNTOMATUYECKOE JIeYeHMe 10 YCTaHOBJIEHUS
OKOHYaTeNbHOro AMarHo3a.

KnioueBble cnoBa: UXTUO3 Y HOBOPOX AEHHBIX; FEHETUYECKME [epMaTO3bl; KONMOAMIAHBIA N0L; UXTUO3 ApReKuH; BPOXK AEHHASs
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NEONATOLOGY

Strategies for Differential Diagnosis and Management

of Ichthyosis in Newborns

Yu. M. Shokurova®*, O.S. Orlova®?, N.M. Marycheva®>¢, A. A. Kuratova’, V.S. Polenova’

! Reasearch Clinical Institute of Childhood of the Ministry of Health of the Moscow Region, (62, Bolshaya Serpukhovskaya st., Moscow, 115093,

Russia)
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rina, st, Moscow, 117997, Russia)

Summary

Congenitalichthyosis represents a group of heterogeneous inherited skin

diseases characterized by generalized keratinization disorder in the form

of hyperkeratosis, caused by abnormalities in epidermal differentiation.
The neonatal period is crucial for patients with ichthyosis due to the risk

of developing complications, comorbidities, and fatal outcomes. Most

complications arise from impaired skin barrier function. This article

discusses the manifestations of ichthyosis in newborns, describes

risks and complications, and suggests strategies for monitoring and

treating patients.

Purpose of the study: to present contemporary data on differential

diagnosis and treatment strategies for newborn patients with con-
genital ichthyosis.

Materials and Methods: review of Russian and international sources dedi-
cated to the etiology, diagnosis, and treatment of ichthyosis was conducted.
Results: Differential diagnosis of ichthyosis in the neonatal period is

a crucial task, hence the most life-threatening subtypes are consid-
ered. The most severe progression with a high risk of fatal outcomes is

characteristic of Harlequin ichthyosis. Collodion baby presents with less
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pronounced symptoms, is not a final diagnosis, and may later develop
clinical manifestations typical of ichthyosiform erythroderma, lamellar
ichthyosis, or self-resolving congenital ichthyosis. Netherton syndrome
is characterized by a combination of congenital ichthyosis with structural
abnormalities of the hair shaft and a propensity for atopy. Epidermolytic
ichthyosis, accompanied by the formation of blisters and erosions on the
skin, requires differential diagnosis not only with other forms of ichthyosis
but also with bullous epidermolysis, staphylococcal scalded skin syndrome,
and toxic epidermal necrolysis. Every newborn with described mani-
festations requires support from a multidisciplinary team of specialists
and timely therapeutic and diagnostic measures aimed at preventing the
development of complications and deterioration of the patient’s condition.
Conclusion: An analysis of global literature data and the practical expe-
rience of the authors indicate the complexities of differential diagnosis
of ichthyosis forms in the neonatal period. To improve skin condition,
preventinfectious complications, and correct electrolyte and respiratory
disturbances, symptomatic treatment should begin before a definitive
diagnosis is established.

Keywords: ichthyosis in newborns; genetic dermatoses; collodion baby; Harlequin ichthyosis; congenital ichthyosiform erythroderma;

epidermolytic ichthyosis; Netherton’s ichthyosis
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BBenenne

BposK/ieHHBII NXTIO3 — TEHETNYECKOE 3a00/IeBaHIE U3 TPYII-
IIbI TeHOZIEPMATO30B, IIPY KOTOPOM HapyLIAETCs IIPOLIECC 0PO-
rOBeHMsI KOXKI. B pesynbrare iepeKTOB reHOB, OTBEYAOIUX
3a cuHTe3 0enKOB (KepaTNHOB, KOHHEKCUMHOB, QU/IarpuHa,
JIOPMKPWHA) U TPAHCIIyTaMUHa3bl 1 (hepMeHT A1s1 cuHTE3a
bunarpuHa 1 TOpUKpUHA), USMEHAIOTCS QyHKIIMOHATbHBIE
CIIOCOGHOCTY KJIETOK AIM/iepMIca. ITO BbI3bIBAET Hapylle-

Hue 6apbepHOIT GpyHKIMI KOXKI ¥ CHIDKAET ee CHOCOOHOCTD
BCAChIBaTh BOAY. 3a00/IeBaHNe XapaKTePU3yeTCs CYXOCThIO
KOXU, ee OOMIPHBIM LiIeNylIeHneM U rumnepkeparosom. Pe-
HOTUIINYECKOEe MPOSsIBJIEH)Ee 9TUX HapyIIeHNIT MOXXHO Ha-
6/1I0aTh TOJIBKO Ha KOXKe (HeCHHPOMaIbHBI UXTUO3) NN
B COYETAHMM C MOPAKEHMEM JPyTUX OPraHOB (CMH/[POMaIb-
HBI UXTNO3) [1].
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PucyHok 1.

Konnopauessblii nnog (boto nopgoneyHoro b® «b3J1A. fetn-6abouku»)

Figure 1.

Collodion baby (photo of the ward of the Charitable Foundation “BELA. Butterfly Children”)

PacpocTpaHeHHOCTb BPOXK/EHHOTO MIXTHO3a TaKXKe OT-
JMYUTENIbHA CBOEN BapnuabeTbHOCTBIO U 3aBUCUT OT THUIA
3aboreBaHs. ByibrapHslit nXTno3 sApsercs Hanbomee pac-
IPOCTpaHeHHBIM PEeHOTUIIOM BPOXK/IEHHOTO MXT103a (YacTOTa
1:300 obuieit momynsAnMm), pe>ke 0OHAPy )XMBaeTCs pelec-
CUBHBII X-CLeT/IeHHbII nXxTro3 (dactora 1:3000 My 4uH
B 00111el1 IOIY/IALNMN), ellje PeXKe — Ay TOCOMHO-PeLleCCHBHBII
BPOX/IEHHBIIT NXTNO3 (BK/II0Yas UXTUO3 APJIEKIH, 4aCTOTa
1:100000 o6mien HOHy}IHI_U/[I/I) U KepaTMHONATUYEeCKNI UXTHO3
(BxITIOYAsI AMMAEPMOMUTUYECKITT UXTHUO3, YacToTa 1:300000
obuelt oy isinym). PacripocTpaHeHHOCTD CHHAPOMA/IbHBIX
THUIIOB BpOXKJ,EHHOT0 MXTIO03a cOCTaBiAeT B cpefHeM 1:100 000
06111elt IOy ALY, BCTPEYAIOTCA U PeKIe TUIIB, HallpUMep,
yactoTa cuaapoma Heteprona ouennBaetcsa kak 1:200000
obuert oy [2, 3].

Tabnuua 1.

OnddepeHumanbHas LMarHoCTUKA UXTUO3a B NEPUOLE HOBOPOXKAEHHOCTM
Table 1.

Strategies for differential diagnosis of ichthyosis in newborns

ApxuB neguaTpuu u feTckoit xupypruu Ne2 [2] 2024 roga

Kaxk mpaBuio, K1MHMYECKNE IPOSABIEHNUA BPOXKIEHHOTO
MXTHO03a 3aMEeTHBI YXKe IIPU POXXTEHNM, VTN BCKOpe ITocTe
HETOo, ¥ 0OBIYHO COXPAHSIOTCS Ha MPOTSKEHUN BCeil KU3HNA.
B 3aBMCHMOCTU OT OCHOBHOTO F€HOTHIIA MHTEHCUBHOCTD 3a-
6071eBaHA BAPbUPYETCA OT JIETKOI [0 TAXKETIO, B IOC/IeAHEM
CIy4ae 3aMeTHO CHIDKAETCs KaueCTBO >KM3HY HalMeHToB [1].

Ocob60e BHMMaHIE IO OIPeeIeHNI0 CTPATET NN TeIeH NS,
TaKTUKI BeJeHNA M yXOfa 3a MaIlIeHTOM B IIepuoj] HOBO-
POXIEHHOCTH, YAEIACTCS CIeAYIom UM (GopMaM BPOXKEHHOTO
uxTnosa [4]:

e KOJUIOJMUIHBIN TIJION;

o JVIXTUO3 ApNIeKNH;

o BpPOXJEHHAas UXTUO3M(DOPMHAS IPUTPOJEPMILS;
o BNUEPMOTUTUIECKUIT NXTUO3;

o cunppom HerepToHa.

Iubdepeninanpaas [uarHocTnKa Hanbomee YacTbx Gopm
BPO>XKIEHHOTO MXTNO03a [IPefiCTaB/IeHa 8 maos. 1.

1. KonmnmoguitHbli 110, MIX KOJLJIOLieBa s MeM6paHa - 3TO
OIMCATe/IbHBII TEPMUH [/ BPEMEHHOTO COCTOSHUA Y HO-
BOPOXX/IEHHBIX, 6€3 YKa3aHNUs Ha KOHKPETHBI AMarHo3
nnu pacctpoiictBo. Komnoguesas MeMbpaHa npefcTaBseT
€000it 671eCTALIYIO, IVIOTHYIO, IOXOXYIO Ha IJIOTHBII 1€/
noda, maeHky (puc. 1). Hannuue xonnogueBoit MeMOpaHbI
BOKPYT I7Ia3 J1 PTa 13-3a ee IOBEPXHOCTHOIO HATsKEHM S
YacTO NPUBOAUT K SKTPOIMOHY (BHIBOPOTY BeK) 1 9K/IabM-
yMmy (BeBOpoT ry0). Komnopueas Mem6paHa perpeccupyer
B TeyeHMe 3—4 Henenb. B 10% cnydasax xonnopmuepas MeM-
OpaHa OTC/IanBaeTCsl, He OCTABIISIA HUKAKIX HPU3HAKOB
MXTHUO3a, M Ha3bIBAETCsI CAMOPa3PeIIaIMCsI KOMTOLN-
€BBIM IUIOJIOM VIV CAMOPa3peIlaoIMCs BPOXK/IeHHBIM
nxTnosom [5, 6, 7].

KononueBsiii m1of yaie siBIseTCs IIPOSIBICHNEM JIa-
MeJUTSIPHOTO MXTIO032 VJTU BPOXK/JEHHOI NXT1031)OPMHOIT
spurpogepmun. [Ipyrue 3aboneBanusi, KOTOpble MOTYT

- Efpaiiy L 3nMAepMONUTUYECKMI
Konnoauessbiii nnop, WxTnos Apnekut UXTUo3ndopMHas e CuHapoM HeTepToHa
3puTpoaepMus
lepBble cMNTOMBI The first symptoms
+ + + —\+ ;
NPV POXKAEHNM at birth
Konnoavesas . _ _ _ The collodion
MeMbpaHa membrane
[noTHbIN poroBoii
C10i4 Ha NOBEPXHOCTH - + - - Hyperkeratosis
KOXM
3KTpOnMoH +\- + —\+ - - Ectropion
3knabuym +\- + —\+ - - Eclabium
3putpopepmus +- + —\+ —\+ Erythroderma
06bpa3oBaHue . .
yabipeii M 3p03ui - - + - Blisters and erosions
BnaranuuwHeii
Tpuxopexcuc\ _ _ _ A Trichorrhexis
«bambyKoBble» invaginata
BOJIOChI
Gongenra’ Epidermolytic
Collodion baby Harlequin ichthyosis ichthyosiform P y Netherton syndrome
ichthyosis
erythroderma
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PucyHkn 2,3,4u5

[nHamuueckoe Habntoferune nnopa ApnekuH (boto nogoneyroro b® «b3J1A. letn-6abouku»)

Figures 2-5

Dynamic monitoring of Harlequin ichthyosis (photo of the ward of the Charitable Foundation “BELA. Butterfly Children”)

[POSIBIATHCS B BUJE KOMIOAMEBOTO I/IOfA, BKIOYAIOT
TPUXOAUCTPOPUIO, 60/NIEe3Hb HAKOIJICHN S HEITPaTbHbBIX
nmunuaoB u cuugpom llerpena-Jlapcona [1, 6].

B mporecce HabmofeHNS 32 KOJIOAVEBOIT MEMOPaHOIt
MOXXHO K/IMHWYECKN IPERIIONIOKNTD 3aKTI0YNTENbHbLI
AVMATHO3: ISl TAMETUIIPHOIO MXTIO03a XapaKTepPeH Kcepos,
TeMHbIe TpyOble YeNIy KM KOKI, TUIIePKePaTO3; 151 BPOXK-
ILEeHHON UXTNO3M(OPMHOI IPUTPOLEPMUN XapPaKTEPHO
Ha/mu4ue SpUTeMbl KOXKI 11 Ha ee pOHe TOHKIE CBET/Ible
YeIIyKY; KOMbLEeBUIHOE LIeTyIIeHle XapaKTePHO [/
cuappoma HereproHa; o6pasoBaHye KOPOK BOKPYT POTO-
BOJI IIOJIOCTH, IIe/TyIIeHN)e, HapyLIeHe O0Iero caMoyyB-
CTBUs 11 0Opa3oBaHye My3bIpeii XapaKTePHO J/Is CUHAPOMa
060X XKEHHOII CTaMITOKOKKOBOI KOX1 [8, 9].

. ITnop ApnexnHa — 4pe3BpIYaIHO peIKIII TUII BPOXK/IEHHOTO

UXTUO32a, KOTOPBIl MOXKET COYETATHCS C BPOXKEHHBIMU
[ATOMOTMSIMM PA3BUTHSA MHBIX OPTAHOB. J[eTH 4acTo poXK-
[AI0TCsI HEJOHOIIEHHBIMIU ¥ TIPYU POXKAEHNUY 3aK/TI0YEHbI
B MaccuBHbIe O/eCTsIIIE IIACTUHKY POTOBOTO CIIOs, TIepe-
ceveHHble TTyOOKMMI KPACHBIMIU TPeLTHAMI, YTO sBJIS-
€TCsI BXOJHBIMIM BOPOTaMU Jisi MHPeKI. Y MIaJieHIeB
Ha6/II0/jaeTCsl 9KTPOIOH, 9KTa0NyM, HeLOPAa3BUTbhIE YIIIN
M HOC, KMCTY ¥ CTOIIBI OTEYHBIE U YACTO IIOKPBITHI IVIOTHOI
MeMOpaHOIT, HATIOMIHAIOLIE BAPEXKY, GPOBY ¥ PECHULIBI
orcyTcTBYIOT (puc. 2-5) [10]. Camble BbICOKME IIOKa3aTenn
JIeTA/IBHOTO MCXO/a GBIV 3apernCTPUPOBAHbIL B IIepBbIE TPU
MecsIa TI0C/Ie POXKIEHNUS 13-3a [IbIXaTeNbHO HEOCTATOY-
HocTy nn cercuca (75% cnydaes). B cydae nepesxnBanms

PpaHHEro HeOHATAIBHOTO IIePYO/ia CPEHIIT BO3PACT SKU3HU
ManyeHToB coctasua or 10 mecaues go 25 net [11, 12]. ITo-
CJle OTCJIONKM IVIOTHOTO POTOBOTO C/I0sI pa3BUBAETCS 110-
JKMIBHEHHAS TSDKeNast UXTU03U(OPMHAst SPUTPOJEPMUS, HA
BOJIOCHCTOJ YaCT TOIOBBI YACTHI IIPOSIBIIEHNSI PYyOIIOBOI
ajonenuu, 6POBY 1 PECHULIBI MOTYT OTCYTCTBOBATD [4].

. BpoxxpenHas nxTnosndopMHas 5puTpORepMILSL, IIPOSIBICHUS

KOTOPOIT TaK)Ke OTMEYAIOTCs NPY PpOXKgeHuN. Pe6EHOK 1mo-
KPBIT TOHKOJ KOJIJIOAMeBOiT MeMOpaHoit. [Tocie oTTopKeHst
MeMOpaHbI 0OHaXKaeTCs IPUTEMATO3HAS KOXKA C TeHepain-
30BaHHBIM LIETyLIEHNEM B BJJIe TOHKMX Oe/IbIX YelryeK Ha
TYJ/IOBHUIIIE, ¥ C 607Iee KPYIHBIMI, IVIOTHO IPUKPEIIEHHBIMU
1 TEMHOOKPALIIEeHHBIMY YeIlyiIKaMy Ha KOHEYHOCTSAX 1 B KOXK-
HBIX CK/IafiKax (puc. 6). B oTim4une oT KONIOAMITHOTO II/I0f1A,
IIPY K/TACCUYECKOTT BPOXXIEHHOI NXTHO3U(POPMHOI 3PUTPO-
IepMMU SKTPOINOH, 9KTA0Iy M 11 a/TOTIeL Vst BhIPaskeHbI CTabo
VIM OTCYTCTBYIOT. B HeoHaTabHOM Iepuozie Hanboee 4acTo
Pa3BMBAIOTCS TaKye OC/IOKHEHWS], KaK OaKTepyanbHble NH-
ek, acMpalMOHHas THEBMOHSA, TUIIOTEPMUS, IEKTPO-
JIMTHBIE HapyIIE€HN:A U OCTPasi I04eYHas HeJOCTaTOYHOCTb.
B crapiiem Bo3pacTe oTMeqaeTcs JUCTPOQUS HOT'Teit, UHOIA
IIPOSIBIEHN A PYOLI0BOIT aIOTIeI U, TUIIOIUAPO3, TUIIOIIIASI
HOCOBBIX U C/TyXOBBIX XPsIIeNt, 1a/[OHHO-TIOJOIIBEHHbII I'-
IIepKepaTos3, H13Kas npubaBKa Beca 11 pocta [5, 7, 9].

. SHI/IJIEPMOHI/ITI/I‘{CCKI/[ﬁ UXTUO3, TAK)KE M3BECTHBI KaK 6YII—

7ie3Hast UXTNO3M(OPMHASI SPUTPOJEPMILS, IIEPENMEHOBAH
mocrte pexnaccupukanuy uxrrosa s 2009 rogy [13] - ato



PucyHok 6

BpoxpeHHas uxtuosndopmHas aputpoaepmus (dpoto nogoneyroro bO «b3NA.
Netun-6aboukmn»)

Figure 6

Congenital ichthyosiform erythroderma (photo of the ward of the Charitable Founda-
tion “BELA. Butterfly Children”)

ApxuB neguaTpuu u feTckoit xupypruu Ne2 [2] 2024 roga

PucyHok 9

3po3uu npu anuaepMonUTUIECKOM uxTnose (dpoto noponeyHoro bO «b3INA. letn-
6abouku»)

Figure 9

Erosions in the patient with epidermolytic ichthyosis (photo of the ward of the Charita-
ble Foundation “BELA. Butterfly Children”)

PucyHkn7u 8

3nupepMonuTuyeckuit uxtnos (hoto nogoneyroro b® «b3JA. letn-b6aboukm»)
Figures 7, 8

Epidermolytic ichthyosis (photo of the ward of the Charitable Foundation “BELA. But-
terfly Children”)

3ab0/IeBaHNe Yallle C ayTOCOMHO-JOMUHAHTHBIM TUIIOM
HacJIe[JOBaHM s, KOTOPOe CONPOBOXK/aeTcsi 00pa3oBaHU-
eM Iy3bIpeil ¥ 9po3uil Ha GoHe yJacTKOB ruIlepKepaTosa
(puc. 7 u 8). B HeoHaTaIbHOM IIepMOfie OTMEYaeTCsA Ha-
nMYMe OOUIMPHBIX TOBEPXHOCTHBIX 9PO3MUII € 0OPBIBKaMI
anuaepMmuca 1o kpasam (puc. 9), a Takxe BBICOKIIT PUCK

PasBUTHUS /IEKTPOIMTHBIX HAPYIIEHNUIT ¥ GaKTepuaaIbHbIX
OCJIOKHEHUIT, KOTOpbIe MOTYT IPUBECTI K JIETaIbHOMY JC-
xoxy. CumnroM HUKONIBCKOTO MOMOXKMTENbHBIN, TaK KaK
HapyllIeHye OPOroBeHMsI COIPOBOXKAACTCS [UCKepaTo3oM [1].
B mepnoje HOBOPOXX/JEHHOCTY HEOOXOMMO IIPOBOUTD
nnddepeHINaTbHYI0 IMATHOCTUKY € Oy/IIE3HBIM SMMAEP-
MOZN30M, CUHEPOMOM CTa(IIOKOKKOBOI 000K>KEHHO
KO VM TOKCUYECKIUM 3V PMaTbHBIM HEKpOIn3oM [4, 14].
C Bo3pacToM spuTeMa paspeniaercs, 06pazoBaHue Iysbipeit
U 5PO3MIT HPONUCXOIUT pexKe, IPEUMYIeCTBEHHO B TEII0e
BpeMsI rOfla, OTMEYAeTCsI HaIldle YIaCTKOB TUIIePKepaTo-
3a B 00/1aCTU KPYIIHBIX CYCTaBOB, @ TAK)Ke IMIIepKepaTo3
nmagoHeit u nogoms [1, 6, 15].

5. Cunppom HeTepToHa — 3TO peikoe 3aboneBaHue ¢ ayTo-
COMHO-PELIeCCHBHBIM TUIIOM HAC/Ie[IOBAHI, COLIPOBOXK/Ia-
eTCsl IIPOSIBIIEHVSIMU IIPY POXKJEHN VU BCKOPE TTOCTIE HETO,
Xapakrepusyercs spurpogepmueir (puc. 10), TMHETHBIM
ornbaromuM NXTNO30M, AHOMA/IVSIMIU BOTIOCSIHOTO CTEPIKHS
(BaranMIHbBIN TPUXOPEKCUC, Y3ETKOBBII TPUXOPEKCHUC/
TPUXOUIN3IC, CKPYUYEHHBIE BOTIOCHI), CKIOHHOCTBIO K aTO-
MYeCKUM 3a00/IeBaHNAM U HAPYLUIEHUSMIU MMMYHHOI
perymsanuu (oBblueHNe UMMyHOrI00ymnHa E u 9031HO-
¢unos, gedpunur B-KIE€TOK U CeNeKTUBHBIX aHTUTEN) [4,
16, 17]. [Ina nuHeiiHOTO ormbaroero MXTUo3a XapaKTep-
HBI CEPIIUTMHO3HbIE U OMNIVK/INYIECKIe 9PUTEMATO3HbIE
O/IALIKI C JBOVHBIM 06071KOM wieyuieHst. Ha BonmocucToin
YaCTJ TOJIOBBI IIPOSIBJIEHIIS 110 TUITY ce6OpeiiHOTo fiepMa-
tuta (puc. 11) CO9€TAIOTCS € XapaKTePHbIMI M3MEHEHUMU
BOJIOCSIHOTO CTEP>KHS — BOIOCBI KOPOTKIIE, TIOMKIE, CyXIe.
BpoBu u pecHuIbI 4acTo OTCYTCTBYOT. EC/N y manmenra
HeIO/HasI KIMHIYeCcKas KapTUHa, TO JMarH03 YCTAHOBUTD
cnoxxHee. JuddepeHnnanpbHyo AMaArHOCTUKY HEOOXO[UMO
IIPOBOJYITD C BPOXK/IEHHOI NXTNO3U(POPMHOI 3PUTPOLEp-
MUeit, ICOPUATUIECKOI SPUTPOAEPMUet, TaMe//ISIPHBIM
UXTUO30M, UMMYHOZEPUINTHBIMY COCTOAHUAMY (CHHAPOM
Buckorra-Onppuda, CHHAPOM ITUIIEPUMMYHOIIOOY /I He-
mun E), aronmdeckum u cebopeitHpiM gepmarurtom [17, 18].

ITepnox HOBOPOXKAEHHOCTH MMeeT pellaliee 3HaYeHe

I/ TAIMEHTOB C BPOXKJEHHBIM MXTMO30M ¥3-3a PUCKA pas-
BUTHUS OC/TOKHEHMII M JIETaIbHOTO McXofa. bonpmuucTBO
OCJIO>KHEHMII BO3HMKAET B pe3y/IbTaTe HapyllleHns 6apbepHOIi
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PucyHok 10

lMopaxeHue Koxu npu cuHapome HeteptoHa (oto nogoneyroro O «b3JA. leTu-

6aboukm»)

Figure 10

Skin lesions in Netherton syndrome (photo of the ward of the Charitable Foundation
“BELA. Butterfly Children”)

byuxuny koxn. K 9acTbIM OCIIOXKHEHNSM BPOXXAE€HHOTO X~
THO3a B HEOHATA/IbHOM IIEPUOJie MO>KHO OTHECTH HAPYLIEHU s
TEPMOPEryY/ISALNI 1 TIeKTPOIUTHOTO GajaHCa, JHIXaTeTbHY IO
HEJOCTaTOYHOCTD, IOPAXKEHNsI OPTaHOB 3peHus (0CO6eHHO
IpY HaJIM4YMY 9KTPOINOHA) U OPraHOB CIyXa (BCIEACTBIE
3aKYHOPKIJ HAPY>KHOTO CIyXOBOTO [IPOXO/a POrOBBIMU Mac-
camn) [7, 9, 14].

1. TpaHcanupaepManbHble MOTEPU. bONBIIMHCTBO OC/IOXKHe-
HII TPY MXTIO3€ CBSA3AHBI C TPAHCIIIN/IEPMATBHOI OTepel
SKMAKOCTY M HapylleHueM 6apbepHOil QYyHKIMM KOXI.
B nopmep>xaHuy BOJHOTO 6anaHca IPMHUMAIOT y4acTue
MHOTOYJC/IEHHbIE CTPYKTYPbI, KOTOPbIE PeTyIupyIT CKO-
POCTb TPAHCAII/IEPMaIBHOI II0TEPY BOJBI M1 OCYIECTBIISIOT
HOCTYIJIEHME BOAbI U3 fiepMbl B araepmuc. Hampumep, kop-
HEOLVITBI, COffeprKaliiyie KepaTyH, OTBEYAIOT 38 CITOCOOHOCTD
POTOBOTO €105 YIePXKMBATD BOLY. Me>KK/IeTOUHBIIT MaTPUKC
[pUHMMAET y4acTue B 6apbepe IPOHNUIIAeMOCTI, KOTOPBII
HpeIsATCTBYeT oTepe Blaru. BemencrBue TpaHcanupiep-
MaJIbHOIT [IOTePY SKUAKOCTH V1 HAPY LIEHII 9/IEKTPOTUTHOTO
6ajaHca, BO3HMKAET KIMHNYECKas: KapTIHA HepUIMTHBIX
COCTOSIHMIT, CBSI3aHHBIX C [TOTEpell MOHOB HATPUs, XJI0Pa,
MarHus U IPyrux BeuecTs. Tskerble, CBOeBPEMEHHO He K-
[VPOBaHHBIE HAPYIIEHVISI BOLHO-3/IEKTPOIMTHOTO GamaHca,
MOTYT IIPMBOJUTD K OTEKY TOJIOBHOI'O MO3T'a, HAPY LIEHIAM
CepiedHOro puTMa, cygoporam u moky. Crparerns gua-
THOCTUKM ¥ JIEY€HMSI — KOHTPO/Ib YPOBHS 3/IEKTPOIUTOB,
TUApPATALNK U TIOAAEPKAHNS ONTYMA/IBHOI BIaXKHOCTH
B KyBe3e HOBOPOXXieHHOTO (70-80% BIa>KHOCTM), UCIIONb-
30BaHMe YBIAKHIIMX CPEACTB OT 3-X [0 8 pa3 B CYTKM
/IS TIPEIOTBPALeH NI TPAHCATIM A PMA/IbHO IO TEePY XKL -
Koctu [4, 14, 16].

2. Hapymenus tennoo6MeHa. /3-3a NOBBIIIEHHOI TpaHC-
SMNJIepPMaIbHOM NOTEPY KXUJKOCTHU [J1s1 HOBOPOXKI€HHbBIX
ieTelt XapaKTepeH Teperpes, B TO BpeMs KaK ieTH CTapIIero
BO3pacTa MOABEPIKEHBI TUIIEPTEPMUM 32 CUET 3aKYIOPKM
MIOTOBBIX YKe/le3 POTOBBIMU MaccaM. I'umoTepmusa B HeoHa-
Ta/IbHOM II€PUOJIE MOXKET IPUBOAUTD K KPOBOUSTUAHUAM
B T'OJIOBHOJT MO3T. [1/11 KOppeK1|11 HapylIeH s TelI00OMeHa

PucyHok 11

Bonocucras yacTb ronosbl pebéHka c cuHapoMoM HeTepToHa (oTo nosoneyHoro
B® «b3J1A. leTu-6a60ukm»)

Figure 11

Lesions of the scalp in Netherton's syndrome (photo of the ward of the Charitable
Foundation “BELA. Butterfly Children”)
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HeoOXOIMMO MO PXKMBATh ONTUMA/IbHBIN TeMIepaTyp-
HBIII PEXXIM U yPOBEHb BIAXKHOCTH B KyBese (32-34 rpagyca
uenbcus) (4,7, 19].

. HblxaTe}IbHaﬂ HEAOCTATOYHOCTD ITPU NXTNO3€ BO3SHNKAET

U3-32 HApyILIEeHNs IPOAYKIUMY CypaKTaHTa U ACHMPALII
HOBOPOJK/IEHHBIM OKOJIOTIIOHBIX BOJ, B KOTOPBIX MOXKET
COfIepIKAThCsl OPOTOBEBILIT SIITENNI, YTO MOXKET IIPUBO-
IUTD K 3aKyIOPKe aIbBEOJ ¥ IPYCOESMHEHNIO BTOPUIHOI
nabexunm. [Ipn nxTio3e ApeKuHa, KOrja Ha KOXKe IMeeTCs
BBIPa@)KEHHBII TUIIEPKEPATOTIHYECK I TaHIINPb, BOSHUKAET
OrpaHMYeHIe [BIDKEHNA IPYLHOM KIeTKI. 3aKyIOpKa BepX-
HIX [{BIXaTeTbHbIX ITyTeil ¥ HOCOBBIX XO[J0B OPOrOBEBIINM
SIIUTE/INEM IIPENATCTBYET HEIIPEPHIBHOMY [IOTOKY BO3AYyXa,
[OCTyTamwleMy B jerkue [4, 5,7, 12].

. HyTpI/ITI/IBHaH HEMOCTATOYHOCTDH, BO3ZHUMKAIOIIAA BCIE-

CTBHE MOBBILIEHHOTO 0OMeHa BEleCTB, YCHICHHOI TPaHC-
SMMJePMaTbHON TOTEPHU SKUAKOCTH, YCKOPEHHOTO TEIIO-
obMeHa ¥ METabOIIYECKOr0 CTPecca HOCTATOYHO YaCTO
BCTpeYaeTcsi B HEOHATAbHOM IIePHOJie ¥ AL IEHTOB C BPOXK-
IeHHBIM MXTHO30M [4, 7]. 3a4acTy10 HE[OCTATOYHOCTD IN-
TAaHUA IPY BPOXKIEHHOM UXTI03€ HOCUT MHOTO(aKTOPHBII
XapaKTep M yCyryO6/aeTcs HaludueM 04aroB BTOPUYHOI
MHQEKL MY, YTO JOIOTHUTEIbHO HOBBIIIAET IOTPEOHOCTD
MJIafieHIja B KaJTopusax. IIpy 9ToM cysKeHe YemocTelt 1 9KIa-
OMyM, KOTOpbIe Yallle BCTPEYaloTCs Py CUHApoMe Apiie-
KIHa, IPeNATCTBYIOT HOPMa/JIbHOMY OPaIbHOMY IIUTaHUIO.
B 3TOM ci1ydae KOpMIIEHME OCYIeCTB/IsETCS Yepe3 Ha30-
racTpasbHBII MM OpodapuHreanbHblit 30HA. Kak Tonbko
COCTOsIHIE [IePUOPATIBHON 06/1acTy U GU3NOIOrIecKe
pediekchl (cocaTenbHble U IJIOTaTe/IbHbIE) OYLYT BOCCTa-
HOBJIEHBI, TPYIHOE BCKAPM/IMBaHE MOXKET OBITb BO30OHOB-
JICHO IJIs1 IOJTy YeHM A HeOOXOMMBIX TN TATe/TbHBIX BELIECTB
U YKPeIUIEHN CBSI3Y MeX/y peOeHKOM 1 MaTepbio [20-23].

. Odranpmonornyeckme ocnoXHeHus. [Ipyu pasBuTum K-

TPOIIMOHA, KOTOPBII BCTpeYaeTcs Py KOJIIOAEBOM IITIOfie
U CUHJpOMe ApJieKnHa, M/IaJieHIbl TogBepraTcs 6oee
BBICOKOMY PUCKY Pa3BUTHA KOCOI/IA3M s, KOHBIOHKTYBUTA



u keparuta. CTpaTeruy KOPpPEKIUY BKIIOYAIOT HAHECEHE
0 TanbMOIOTMYECKON Ma3u Ha OCHOBe 5% JleKCIIaHTEHO A
VUL YBIOKHAIOIETO TUAPOGUIBHOTO KpeMa Ha Kpail Bek,
B KpaliHe TSDKE/BIX CIyYasix — XMPYPrudeckoe BMelaTelb-
CTBO (ayTOTPAHCIUIAHTALN U3 UICKYCCTBEHHOI KOXKI 4€710-
BeKa I 13 KOXI1 3ajIHell ay puKy/IsspHOI obmacTn) [4, 5, 20, 24].

6. OTOpMHOIAPUHTONOTUYECKUE OCTOKHEH M. VIHTeHCUB-
HOe LIeJTylIeH}e CIOCOOCTBYeT CKOIIEHNIO B HAPY)KHOM
C/IyXOBOM IIPOXOfie YellyeK 1 OJIOKMPYeT ero, B Ha
cnyX. ITaleHThl MCIBITBIBAIOT 60JIb B yX€, 3y/} M CHYDKEHUe

ApxuB neguaTpuu u feTckoit xupypruu Ne2 [2] 2024 roga

clIyXa B lajIbHelIIIel! mepcieKTuBe (KOHAYKTUBHAS Tyro-
yxocTb) [4, 21, 24].

7. Xupyprudeckue ocnoxsenus. [Ipu koniogueBom mnoge
U CMHpOMe Ap/IeKIH HepeJKO IPOUCXOAUT 06pasoBa-
HUe CTATMBAIONINX II0I0C U3 MeMOpaHbl BOKPYT IIajIblieB
Yl KOHEYHOCTeII, PV BBIPA)KEHHOM CY)KEHUM TIPOVCXOLUT
IepesxaTiie MUTAKLINX COCYL0B, IPUBOJsIIee K Pa3BUTIIO
HEKpO3a 1 KaK CJIefiCTBIeE, raHrpeHbl. CBOEBpeMEHHOEe X1~
pyprudeckoe BMELIATe/IbCTBO M YCTPaHeHMe CTATMBAIOIINX
II07I0C MIPENATCTBYET ee Pa3BUTUIo [4, 19, 25, 26].

CTpaTeI‘I/II/I JI€YCHNA NNANVIEHTOB € UXTNO30M B HEOHATA/IbHOM II€EpUOJE

CompoBOXIeHVEM U JIedeHIEM HOBOPOXKIEHHBIX [AIVIEHTOB
C TSDKeTBIMU (pOpMaMI UXTUO3a JO/DKHA 3aHUMATbCA MYJIb-
TUAVNCUUIUIMHAPHASI KOMaH/a Bpadeil, KOTOpasi HOMIMO Heo-
HATOJIOTA I IEPMATOJIOTa, BKII0YAET B ce6s1 odTanbmornora s
KOHTPOJISI COCTOSIHIISI POTOBUIIBI ¥ XM PYPTIYECKOI KOPPEKIIN
9KTPONMOHA (IpU HEOOXOTMMOCTH), OTOPMHOIAPMHTO/IOTA [JISL
y[aleHNs pOTOBBIX MAacC M3 CIYXOBOT'O IPOXO/A 1 OLlEHKN
ayMOJIOTM4eCKOro CKPMHIHTA, INeTOJIOTa /I KOPPEKIIUM Cy-
TOYHOTO Ka/IOpa’ka IPJ YCKOPEHHOM HepPreTNIecKoM 0OMeHe,
XMPYpra i ONePaTHBHOTO IeYeHU A UIIEeMUH B JUCTATBHBIX
y4YacTKaX KOHEYHOCTelT BCIE[ICTBIE PA3BUTHS CTSATMBAOIIIX
nonoc [1, 5, 14, 19, 20].

KnuHnyeckne nposiBIeHNs NXTIO3a B HEOHATAIBHOM ITe-
p1ofie OTIMYAIOTCS OT IPOsAB/IEHNIT B 60/ee cTapiieM BO3pac-
Te. DTO CBA3AHO C M3MEHEHUAMHU PaKTOPOB OKPYIKAIOIIEr0
MUKPOKJINMATA [IPYU IepeXofie U3 BHYTPUYTPOOHOI cpefibl
K BHeIHei cpefie. JledeHre HAYMHAIOT CPa3y IIOCTIE POXKIEHSI
pebeHKa ¢ MOff03peHIeM Ha MXTUO3 ellle KO YCTaHOB/ICHNU s
OKOHYATEe/IbHOTO uarHosa. [Ipu Beibope MeToxa U TAKTUKYI
JIe4eH s ONMMPAIOTCS Ha KIMHUYeCKNe IPOsBIeH 3ab0meBa-
HISI, COCTOSIHVIE MTAL[VIEHTA, JAHHBIE TaO0PATOPHBIX U MHCTPY-
MEHTa/IbHBIX METONOB 00cIenoBanmsa u anamues (10, 25, 27].

HeiicTBMA MeSUUMHCKOTO IEPCOHAa Cpasy IoCye poXxJje-
HUsI pe6éHKA BKITIOYAIOT B cebst:

1. CaHanuio BO3JyXOHOCHBIX myTeit. HoCOBble XOIbI MOTYT
OBITH 3aKyTIOPEHBI TUIIEPKEPATOTUYECKMUMIY MACCAMU, YTO
SIBJIAETCS JOTIOTHUTENbHBIM (PAKTOPOM PUCKA JIJIA BOSHUK-
HOBEHM:A IbIXaTe/lbHOI HefocTaTouHocT [7, 20].

2. O6paboTKy I71a3 C UCIIOIb30BAHMEM AaHTIOAKTEPIATBHBIX
IJIa3HBIX Karenb (Hampumep, 20% pacTBopa cynbdainmna
HATPUs) /I NPefOTBPAlLleHNs] BTOPUIHON MHPEKNUL,
0COOEHHO IIPY HATMYIIY IKTPOINOHa [4, 7, 16].

3. Co3pmaHue 6/1aroNpUATHBIX YCIOBUI I MUKPOK/IMMaTa. Pe-
KOMEHIYeTCs UCK/TIOYNTH 00T paHIIe XTIOIIKOBBIM OfIes/IOM,
IJ1S CBeJleHNA K MMHUMYMY PUCKa TPaBMaTU3aluM KOXKM.
B nmasaTy MHTEHCMBHOJ Tepanyy HOBOPOXXEHHBII TPaHC-
HMOPTUPYETCs B Ofiesi/ie U3 ATIOMUHIEBOI (OIBIY, Ipef-
BapUTE/IbHO 3aBEPHYTDII B X/IOMYATOOYMaXKHYIO IIe/ICHKY.
HoBopo>xzeHHbIN TOMelL[aeTcsA B KyBe3 € BIaXKHOCTBIO
70-80% (mipm Bia>kHOCTH 6071€e 80% BO3MOXKEH POCT IIJIeC-
HEBBIX I'PMO0B) U ONITUMA/IbHBIM TEMIIEPATYPHBIM PEXXIMOM
32-34 rpapyca nenbcus [4, 5, 16, 20, 24].

4. ObecrieynBaeTCsi BHYTPVYBEHHBIN JOCTYII Iy TeM KaTeTepu-
3alMM IyIOYHOI BeHHl [1, 4, 5, 16].

5. IIpoBopmTCs perynsapHblil KOHTPO/Ib Y POBHSA 37IEKTPOTUTOB —
e>XXeTHEBHO Ha 1-11 Hefle/le )KM3HU, jajiee — B 3aBUCUMOCTH
OT TSXKECTU COCTOAHMA ManuenTa. [Ipu HeocnoxxHeHHOM
Te4eHMN II0CTIe IePBOro MecAIla )KM3HU PEKOMEH/yeTcs I10-
BTOPHOE OIIPefle/IEHNE YPOBH S 3/IEKTPOIMTOB €XKEHEeIe/IbHO
[5, 11, 17, 21, 28].

6. IIpoBouTCA HenpepblBHAaA Iy/IbCOKCUMETpUA. ]9 KOH-
TPOJISL CATYPUPOBAHHOTO KIUCIOPOJA B IIepUdeprIecKoit
KPOBM 1 IPODUIAKTUKY ITOBPEXEHNU A KOXKHOTO IIOKPOBa
IIy/IbCOKCUMETP >KeNIaTe/IbHO HAK/IablBaTh HA HEa/|re31B-
HYIO CeTYaTyI0 KOHTAKTHYIO HAK/IafIKY, IIPeNMYIeCTBEHHO
Ha OCHOBe CUIMKOHa [5, 10, 20, 29].

7. HytputusHasa nopjepxka. [Ipy Hammyum y HOBOpOXeH-
HOTO 9K/Tab)yMa U TaHYe OCYIeCTBIACTCA Yepe3 0po- MK
Ha30racTpasIbHbII 30H[], KOTOPBIJ IepeJ; IOCTaHOBKOI He-
00X0MMO CMa3aTh Ba3eIMHOBBIM Mac/ioM. HoBopoxxieHHbIe
C TsDKeTbIMU (POPMAMM MXTIO32 HY)KAAIOTCS B IIOBBIILIEHHOM
notrpebnenun 6enka, B cpefHeM 3T0 2r/Kr/cyT [14, 16, 20,
23,30, 31].

8. MecrtHoe nevenne. IToce cTabunmmsanny COCTOAHMA HOBO-
POXIEHHOTO HAYMHAIOT MECTHOE U / VIV CUCTEMHOE JIeYeHIIe
MXTHO3A.

MecTHasi Tepanusi BKII0YaeT B ce6si TUTneHndecKie mpo-
L[efIyPBl, MICIIO/Ib30BAHME YBIKHAIOMNX CPEACTB U, IPH
HEKOTOPBIX (opMax UXTHO34, BIakKHOe obepThiBanme. Oc-
HOBHBIE I[e/TV MeCTHOI Tepaluy — yBlIaXKHeHMe KOXU, Ia-
Aslljee OTIIETYIINBAHNE I IPEIOTBPallieHne 00pa3oBaHMsA
HOBBIX velryex [1, 14, 16, 17, 19].

8.1. I'urnenmyeckue npoiuemypol

ITpu Ts0KenbIx GpopMax BPOXKAEHHOTO MXTNO3a, TAKIX

KaK 3NMePMOIUTUYECKUI UXTIO03 PEKOMEHIOBAHO Ye-

penoBaHMe BaHH C PACTBOPAMU aHTUCEIITHKOB Ha BOJJHOI

OCHOBeE V1 9MOJIEHTaM!. BaHHBI MO>KHO IIPMHUMATD €C/n

HeT IPU3HAKOB BTOPMYHOTO MHDUIMPOBAHMS KOXI

U IIofbeMa TeMIlepaTypbl Tena. [Ipyu BpoXKgeHHO UX-

TH031(OPMHOIL spuTposepMun u cugpome Herteprona

TaKye BaHHBI OyyT CIIOCOOCTBOBATH CHIDKEHNIO VC-

koMdopTa 1 3yHa BCIeACTBIE apuTpofepmun [3, 4, 5,

14, 30]. ITpn nxTHo3e ApieknHa, KOTIOLUITHOM IIIOfe

PeKOMEHJOBaHBI e)KeTHeBHbIE BAHHBI C 9MOJICHTaMU

U TUAPOPUIBHBIMU MaC/IaMU [ TIOfIePXKAHUA YPOB-

HsI TUApaTalluy ¥ OTTOP>KeHNsI poroBeix macc [9, 10].

KymnaHue B menoyHoit Mmopckoit Boge (pH 8,1), nuiesoit

cofie MM 3KCTpaKTe oBca B TedeHne 30-60 MUHYT He

pexxe OfHOTO pasa B HefIe/II0 MOXKeT 00/IerYUTh yiaIeHIe
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yelryek U runepkeparosa. Banuol ¢ okrenngunaom 0,1%
poQUIAKTUPYIOT IPUCOEAMHEHVIE BTOPUYIHON MHDEK-
uun [7, 24].

MexaHn4ecKMit KepaTonn3 C HOMOLbI0 MATKIX Iy6OK
7 MOYAJIOK 13 MUKPOd1OpEI BO3MOXKEH B 60/Iee cTapiieMm
BO3pacTe U He PeKOMEH/[OBAH B IIEPUOJ;, HOBOPOXK/EH-
HocTu [4, 20, 21].

8.2. IloppeprxkaHMe BOJHOTO 6amaHca KOXI
OMOJIEHTHI 06/1afal0T OYeHb BAXXHBIMU CBOICTBAMU —
MOAZePXKMBAIOT 3N THYIO PYHKI[MIO KOXKU 1 CHVDKAIOT
PYICK TPaHCOMMAEPMaTbHON IIOTEPH XKUAKOCTH. Bpibop
Ma3eBOil OCHOBBI 3aBUCUT OT COCTOSHMS KOXI, HAIIPU-
Mep, 4eM CUIbHee BhIpajkeHa 9pUTPOfepMIs, TeM bortee
JIETKOI1 TEKCTY POt JO/DKHA 00/1a/jaTh MeCTHA A TepaIus.
B miepBbIe gHY XM3HM, KOTOPble HOBOPOXXIEHHBII IIPO-
BOJUT B KyBes3e, Ty4llle BBIOMPATh 9MOJICHTHI 110 TUITY TU-
BpoduIbHOrO Kpema, ajiee MO>KHO BBIOMPATb SMOIEHTHI
¢ 6ortee HAChIIIEHHOI TeKCTypoit. KpaTHOCTD HaHeceHM
9MOJIEHTOB OT 3 110 8 pas B #eHb (4, 14, 18, 24].
PexomeH/[0BaHO 136eraTh KepaTOMUTUYECKUX CPELICTB
Ha OCHOBE MOYEBIHBI, CA/INIIVIOBOI M MOTIOYHOI KICIIO-
TBI B CBAI3M C PUCKOM CHCTeMHOIT abcopbinn. [lob6aBrenne
K MECTHOJ T€panny 3TUX CPeJCTB BO3SMOXXHO JINIIb CO
BTOPOTO rOfia )KM3H!U Y HAYMHACTCS C UCIIOIb30BAHMSA
[perapaTroB C HU3KMMI KOHIIEHTPALMIMI MOYEBIHBI
(7-10%) 1 canuuuaoBoit Kucnorsr (2-2,5%) [19, 20, 27, 32].
[Ipy Ha/IMYMY IPUSHAKOB BTOPMYHO MHEKII MY, KOXKa
obpabaTpiBaeTCsl AaHTUCENITUKAMM Ha BOJHON OCHOBE,
Taree HAHOCHUTCA YBIAXXHAIIEE CPEICTBO M TOIBKO
1ocse Hero, 4yepes 10-15 MUHYT, MOXKHO MCITO/Ib30BaTh
MeCTHbIe aHTOaKTepraTbHbIe M/IV IPOTUBOrPUOKOBbIE
npenaparsi [4, 7].

8.3. Vicnonb3oBaHMe BBICOKOTEXHOMOTMYHBIX MEA VLIV H-
CKMX U3 IPU SNNAEPMOTUTHIECKOM MXTHO3€
JIna npegoTBpalieHNsA pUCKa TpaBMaTU3aLMM KOXU
U YCKOPEHM A IIPOLECCOB Perapaliy NCIONb3YIOTCA Iepe-
BsI30YHble CPEICTBA Ha Heafire3nBHOIT OCHOBe [33]:
1. CeruaTble MOBA3KY
e KOHTaKTHbIe HaK/IaJKy, IPEMMYyIIeCTBEHHO Ha OC-
HOBE CU/IMKOHA.
2. I'ybuarble IOBA3KYU
e KOHTAKTHbIE HaK/IaJIKM, IPENMYIIeCTBEHHO Ha OC-
HOBE CU/IMKOHa.
3. buHTH
o HeMapJeBble, AblLIale OMHTHI U3 BUCKO3BI C [1O-
OaBJieHNeM 9/1acTaHa;
o Tpyb4aTble OMHTEI A1 GUKCALNN.
4. Canderku u3 HETKAHHOTO MaTepuaa.
5. IInacTeipu ¢ CUIMKOHOBOI OCHOBOIL.

ITpy HeOO6XOAMMOCTY MCITOJIb30BAHMS IIACTBIPSI
1A puKcanuy 30H/a, eHTPaIbHOTO BEHO3HOTO UK
MOYEBOTO KaTeTepa CIefiyeT OCTAHOBUTD CBOIL BBIOOP
Ha I/IaCThIPe C CUJIMKOHOBOI 0CHOBOIA. B ciyvae ecrn
VICIIO/Ib30BaHME TaKMX IIACTBIPEl HEBO3MOXKHO, TO
IIPU CHATUM UM 3aMeHe IJIaCThIPs Ha KJIEMKOI oc-
HOBe He0OXOMMO MCII0/Ib30BATh Ba3e/ITHOBOE MaC/IO
(7, 16, 20].

HeapnresusHble mepeBA3OYHbIE CPEACTBA JIETKO Ha-
KJIa/{bIBAIOTCS M CHUMAIOTCS C KOXXMU, CIIOCOOCTBYIOT

OBICTPOMY 32)KMBJIEHIIO PAHEBBIX IIOBEPXHOCTEIT, CO3-
[AIOT JOIIO/IHUTE/IbHY IO 3A1UTY OT BTOPMYHON NH}EK-
LU U He TPAaBMUPYIOT KOXKY Ipu cHATHM [5, 20, 33].

. CucremHas Tepanus

Bxirroyaer B ce6s1 IpuMeHeHE:

1. petmuHOMMOB;

2. QaHTHUCENTUYECKIX HpernaparoB (Ipy HPUCOeSMHEHNN
BTOPUYIHON NMHDEKIN);

3. HIIBC 1 HapKOTMYeCKIX aHa/IbIeTUKOB ([P BBIparkeH-
HOM 00JIEBOM CHH[POME).

9.1. IlpumeHeHMe CUCTEMHBIX PEeTUHOUJOB IIPU TsXKe-
NbIX pOpMax MXTUO3a, IPEUMYIeCTBEHHO NIPY NXTHO3e
AprexnHa, IBISETCs KOCTaTOYHO 3G HeKTHBHBIM METOZOM
TepaIni, C IOMOIBI0 KOTOPOTO MOXHO OBICTpee JOOUThCS
perpecca poroBoro IaHMps 1 / MIu KOJIOAUEBOI IIIeHK,
a TaK)Xe SKTPOIIMOHA, O{HAKO, B MEHBIIEI CTEIIEHN CH-
CTeMHbIE PeTUHOUBI BIUAIOT Ha TeYEHIE IPUTPOACPMUIL
[10, 34]. ITpu Ts1KenOM TedeHUM 3ab0IeBaHs HEOOXOUM
TIPOMIOJKUTEIbHBIN HEITPEPhIBHBIN IIPUEM JAHHON IPYIIITbI
[IpeIapaTos, Py KOTOPOM MOT'YT OTMeYaThCsl TaKye H0604-
Hble 9P PeKTI, KaK 0CTEOTOKCUYHOCTD (IpeXXZeBpeMeHHOe
3aKpbITIE 3MM(U30B, TUIIEPOCTO3 CKeleTa, BHEKOCTHAS
Kanplu@UKAINI) U TeNaTOTOKCUYHOCTD, a TAK)Ke Tepa-
TOTeHHBIIT 9 eKT, YTO 0OYeHb BaXKHO yUUTHIBATD IIPY Ha-
3HAYEHU! PETUHON/OB IMallMieHTaM JeTOPOJHOTO BO3pacTa
[32, 34].

Vcnionb3oBaHMe HU3KUX 103 CUCTEMHBIX PETUHOUTOB
I03BOJISIET JOCTIYb Harbo/Iee p1eM/IeMOr0 COOTHOLIEHISI
puck-nonb3a. Haznauarorcs B josuposke 0,25-1 Mr/kr/cyT,
IIPY 9TOM JJ03MPOBKA KOPPEKTUPYETCs /51 T0K60pa MUHN-
MaJIbHO 9 (PeKTUBHOI FO3bI /1A HMalleHTa. PeTHHONABI
IJIs MECTHOTO IIPVYIMEHEHMSI MMEIOT MEeHBIINIT PUCK IT000Y-
HBIX 9()(PEKTOB U OITOMY VX CIef[yeT PacCMaTPUBATD [JIA
MCIIONIb30BAHNSI IIPK O0JIee IerKOM TedeHn N 3ab0/meBaHsI
U /MY KOT/Ia PUCKY CUCTEMHOI Tepanniy MepeBelinBaioT
npenmyiectsa [1, 32, 34, 35, 36].

ITpy Ha3HaYeHUY PETUHOUMIOB TPeOyeTcs KOHTPOIIb I10-
KasaTeseil KpoBu (061iero aHanM3a KPOBM, IEIEHOYHBIX
(bepMeHTOB, CBIBOPOTOYHBIX TUIINOB, MOYEBUHBI, KpeaTu-
HUHA ¥ 97IEKTPOJINTOB) Ka>K/ible 2 HEefle/IV B TeYeHe IEPBBIX
2-x Mecs1eB TpyueMa. HaunHas ¢ TpeTbero MecsAia KOHTPOTIb
[IPOBOJWTCS €XXEeMECSIIHO [32, 34, 36].

9.2. CucremHble aHTUOAKTEpUATbHbIE Y AHTUMUKO-
TUYECKIe CPeiCTBA Ha3HAYAIOTCS IPYU HAJIMYIUY 04aroB
BTOPMYHOI MHPEKIUI C YIETOM JaHHBIX PE3Y/IbTaTOB
[I0CEBOB OT/E/sIEMOT0, BbLSIBIEHHBIX BO30yaUTENei U NX
YYBCTBUTEIBHOCTH K JIEKAPCTBEHHBIM CpeACTBaM. B mpo-
(unmaKkTHYIeCKUX LeAX MpernapaTbl HAa3HAYATCS TOIBKO
npu uxTnose ApneknHa (4, 12, 21, 25].

HoBoposxeHHbIe ¢ TsKenbMu popMaMu BpOXKFEHHOTO
MXT1O3a UMEIOT BBICOKIIT PUCK CENTUIECKIUX OCIIOKHEH NI,
IIpU 3TOM OCHOBHOIJI MIPUUINHOI TPUOKOBOTO CEICuca sB-
nsiroTest Tpubsr poga Candida [19, 29, 37], a 6akTepuann-
HOro - Pseudomonas aeruginosa, 470 MOXXeT ObITb CBSI3aHO
C HapyILIeHIeM BPOXX/IeHHOI0 MIMMYHNUTETa I CIIeNUpUIHOI
BHYTpuboabHMYHOI Muxkpodopoit [38, 39]. Crour ot-
METHUTB, YTO MCCIEZOBAHI O II0/Ib3e AHTMOAK TePIaIbHOM
WY AaHTUMUKOTUYECKO NPOPUIAKTUKY Y TAIIEHTOB



C BPOXK[IEHHBIMI MXTHO3aMU OTPAHUYEHBI, IIPU 9TOM MMe-
I0TCsI OIIMICAHHBIE C/IyYay JIeTa/IbHOTO CXO/a BC/IE[ICTBIE
[ICEBIOMOHA/JHOTO CEICUCa, HECMOTPS Ha IPUMEHEHne
aHTUOAKTepMaNIbHBIX [IPENapaToB MWINPOKOro CIEKTpa
necTBus [26].

9.3. HecrepoupgHble IpOTUBOBOCIAINTE/IbHBIE CPECTBA
Y HAPKOTMYECKJe aHAIbIeTUKI Ha3HAYAITCS IIPU TSKe-
7bIX GOpMax BPOXKAEHHOTO UXTIO3a, €C/IU IMEeeT MeCTO
BBIPA)KEHHBIN 00JIEBOII CHH/POM, KOTOPBIII OIIPeie/IsSIOT
110 IIKase 60y A5 HOBOPOXKIEHHBIX U [eTel IepPBOTO
roga xxusau (mkana 6onu N-PASS). Illkana 60/1u BK/I04aeT
B ce0s OLIEHKY II/Iava, [bIXaHMN, BBIPa>KEHN INIIa peOeH-
Ka, COCTOSIHUS BO30YXX/IEHNUs M HAIIPSDKEHHOCTb BEPXHUX
M HVYDKHUX KoHeuHocTelt [40, 41]. Cegamum mofiexxar feTu
C KO/IM4ecTBOM 6a/IoB >3, MK Ha yCMOTpeHNe KYpPUPYo-
IIIeT0 Bpaya, B 3aBIUCUMOCTH OT KIMHMYECKIX IIPOSIBIIEHMIT
y KOHKPETHOTO IaryeHTa [4, 5, 27, 40].

3akmioueHne

BposxieHHBII NXTHO3 — 9TO pPeKOe reHeTHIeCcKoe 3ab0eBaHIie,
3HAYNUTETbHO BAUSAOIIEee Ha KAYeCTBO YKM3H Y BOSHUKHOBEHIIE
MEJINKO-COLMa/IbHBIX IP06JIeM Ha IPOTHKEHNN BCEll TOC/IeNy-
IOILEN JKM3HM Y TTallM€HTa M €r0 CEMbM. Haubonee cepbésHble
mpo67ieMbl BOHMKAIOT B IIEPKOJe HOBOPOXKAeHHOCTI. Menu-
LVHCKUM COIIPOBOXKJ€HVMEM HOBOPOXX/IEHHOTO C MXTHO30M
IO/KHA 3aHMMATbCs MY/TIbTUAMCIMIIIMHAPHAA KOMaHa CIIeny-
amctoB. CBOeBpeMeHHas CTpaTerys UCII0/Ib30BAHUA MECTHO
U CUCTEMHOJI CUMIITOMATIYECKOI TePAINM MOXKET CHU3UTD PUCK
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