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Pesrome

I'eHoflepMaTO3bI - TPYIINa HACTEICTBEHHDBIX reTe- Iens nccnegoBaHms: peCTaBUTh 060CHO-
pPOTreHHBIX 3a00/IeBaHNIL, XapaKTEPHOIT 4epTOl  BaHMe KOMIUIEKCHOTO TIO/IX0/ja K JUATHOCTHKE,
KOTOPBIX ABJIACTCS NPEVMYLIECTBEHHOE IIOpa-  JIEYeHMIO ¥ TPOPUITaKTIYeCKOMY HaO/I0IEeHIIO
JKeHMe KOXKU U ee IPUJIaTKOB. [eHoflepMaTo3bl Iy FeHOJepMaTo3aX Ha IIpUMepe BPOXKIeHHOIO
OT/IMYUTENTbHBI CBOEI BapnabeIbHOCTDIO, 00/Ib-  OYJ/IIE3HOTO 3MMAepMOIN3a U UXTHO3A.

LIVM CHEKTPOM OC/TO>KHEHUI ¥ COMTy TCTBY IO e Marepuanbl U METOAbI: IPON3BEJleH aHa-
TaTOJIOTUY CO CTOPOHBI IPYTUX OPTaHOB U CU- /I3 BHEKOXKHBIX IIPOABIEHUI ¥ OCTOKHEHUI
creM opranusMma. [l cBoeBpeMeHHOI II0CTa-  NPU TAaKUX FeHOJepMaTo3aX, KaK BPOXKI€HHBI
HOBKJI IMarHO3a Jf Ha3HaYeHV A CUMIITOMAaT4de-  OyJ/IJIe3HBIII SIIMAePMOIN3 I UXTUO3 U3 3apy-
CKOJI Tepaluy MalyeHTaM ¢ TeHOJepMaTo3aMy  OeXXHBIX U OTeYeCTBEHHBIX Hay4YHBIX UCTOY-
Heo0OXOVMO HaO/II0feHNe My/IbTUAUCUUIIIN- HMKOB. ONMCaH CIIEKTP OCIOXHEHUIT U IIPOo-

HapHOﬁ KOMaH/ bl CIIENUATINCTOB.
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IIpY TeHOJepMaTOo3aX, OCBelljeHa TeMa CUMIITO-
MAaTUMYECKOTO JIeUeHN s U BeJleH! I TTal[IeHTOB
C BPOXJEHHBIM Oy/I/Ie3HBIM 3IUIEPMOIN30M
M MUXTVO30M B HEOHATA/IbHbII tepuof. OnmcaHbl
PEeKOMEHJali U IO CUMIITOMAaTUYeCKOMY Jie-
YEeHUIO0 KOXKHBIX IPOSABJICHUIT ¥ OCTIOKHEHUI
CO CTOPOHBI OPTaHOB XKENTYLOYHO-KMIIEYHOTO
TpaKTa U OIIOPHO-[BUTATE/IbHOTO aIllapara.
PesynbTaThl: Ha OCHOBAaHUM NPOAHAIN-
3MPOBAHHBIX JIMTEPATYPHbIX MCTOYHUKOB
7 COOCTBEHHOTO KJIMHUYECKOTO OIIBITA MOYKHO
YTBEP>K/IaTh, 4YTO IPU T€HOJePMaTO3aX B IIaTO-
JIOTMYEeCKUII IIpOllecC BOB/IEKAETCS He TONBKO
KO>XHBIVI IOKPOB, HO U APYTHe OPTaHbl U CU-
creMbl opraHu3Ma. CBoeBpeMeHHas JMarHo-
cTUKa 3ab0/eBaHMs KpaliHe BajKHA JI/Is Maliu-
€HTOB C ITaHHBIMU 3a00/IEBAHUAMM, TaK KaK
CUMIITOMATH4YeCKOe JiedeHle TeHOepMaTO30B

HeoOXOAMMO HaYMHATh KaK MOXXHO PaHbIIeE.
Bpox/ieHHBIIT Oy/I/Ie3HBIN SIUIEPMOIN3 U UX-
TIO3 SIBJISIIOTCS TSKENIBIMU 3a00/IeBaHUsIMU
U3 TPYILIbI T€HETHUYECKNX 3a00/IEBAaHNIT KOXKII,
OT/INYAIOTCS GOMBIIOI BapnabenbHOCTHIO KIIN-
HUYECKVX IPOSIBIEHNUI 1 OO/IBIINM CIIEKTPOM
BHEKOXXHBIX OC/TOXKHEHMIL.

3akmouenne: [Ipodunakrudeckoe Haboe-
HI€ U JledeHVe MAlVeHTOB C TeHOlepMaTO3aMI
SIBJISIETCSI KOMIIIEKCHOI TTPO6IeMOit U ISl ee
peteHust TpebyeTCs IpUBIIEIEHIIE MYIBTUAVC-
LMIUIMHAPHOI KOMaH/IbI CIIE[[aJINCTOB, B KO-
TOPYIO JO/DKHBI BXOAUTH A€PMATOJIOT, IIefuatp/
TepaIeBT, TeHETNK, TaCTPOIHTEPOJIOT, XUPYPT,
0 TaIpMOIIOT, OTOPMHOIAPUHTOJIOT, OHKOJIOT,
CTOMATOJIOT, OPTOIIEf, PeabI/INTONIOT, IICUXOJIOT,
Bpad Ia/UIMATHBHON MEAMIIVTHCKON IIOMOIIN
" KBa/UIMpOBaHHAS MEANI[MHCKAS CECTPA.

KnroueBble cl1oBa: reHOfiepMaTO3bl, BPOXKAECHHBII Oy/IIe3HBLI SIIIepMOJIN3, UXTUO3,
OCJIOKHeHM s, fedopMaliyl KOHeYHOCTEN!, CTeHO3 MUIIeBOfia, HyTPUTHBHAA IO AEPXKKA,
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Summary

Genodermatoses are a group of hereditary het-
erogeneous diseases, the distinctive feature of
which is the predominant damage to the skin
and its appendages. Genodermatoses are dis-
tinguished by their variability, a wide range of
complications and concomitant pathology from
other organs and systems of the body. For timely
diagnosis and prescription of symptomatic ther-
apy, patients with genodermatoses require obser-
vation by a multidisciplinary team of specialists.

Purpose of the study: present the rationale for
an integrated approach to diagnosis, treatment
and preventive monitoring for genodermatoses
using the example of congenital epidermolysis
bullosa and ichthyosis.

Methods: An analysis of extracutaneous man-
ifestations and complications of such genoder-
matoses as congenital epidermolysis bullosa
and ichthyosis was carried out from foreign
and domestic scientific sources. The spectrum
of complications and manifestations of internal
organs in genodermatoses is described, the topic
of symptomatic treatment and management of
patients with congenital epidermolysis bullosa
and ichthyosis in the neonatal period is high-
lighted. Recommendations for the symptomatic
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treatment of skin manifestations and complica-
tions of the gastrointestinal tract and musculo-
skeletal system are described.

Results: Based on the analyzed literary sources
and our own clinical experience, it can be argued
that with genodermatoses, not only the skin, but
also other organs and systems of the body are
involved in the pathological process. Timely di-
agnosis of the disease is extremely important for
patients with these diseases, since symptomatic
treatment of genodermatoses must begin as early
as possible. Congenital epidermolysis bullosa and
ichthyosis are serious diseases from the group
of genetic skin diseases, characterized by great
variability in clinical manifestations and a wide
range of extracutaneous complications.

Conclusions: Preventive observation and
treatment of patients with genodermatoses is
a complex problem and its solution requires
the involvement of a multidisciplinary team of
specialists, which should include a dermatologist,
pediatrician/therapist, geneticist, gastroenter-
ologist, surgeon, ophthalmologist, otorhino-
laryngologist, oncologist, dentist, orthopedist,
rehabilitation specialist, psychologist, palliative
care physician and qualified nurse.

Keywords: genodermatoses, congenital epidermolysis bullosa, ichthyosis, complications,
deformities, esophageal stenosis, nutritional support, newborns

BBenenue

I'eHofiepMaTO3bI — TPyIINa HACTIEICTBEHHBIX reTe-
POTeHHBIX 3a00/IeBaHNIL, XapaKTepHOI 4epTOil
KOTOPBIX ABJIAETCA NPEUMYIIeCTBEHHOE I10-
pakeHue KoXku u ee npuparkos. Cpepu npu-
MepHO 8000 reHeTHYECKM OIOCPENOBAHHBIX
3aboneBannit 6ormee 1000 MMeEIOT KOXKHBIE IIPO-
apnenns. [1] IeHomepMaTO3bl OTIMYNUTETBHBL
CBOeJT BapnabembHOCTEI0, GOMBIINM CIIEKTPOM
OCTIO)KHEHMUII U COMYyTCTBYIOMIEl MaTOOTUN CO
CTOPOHBI IPYTUX OPTaHOB M CUCTEM OpPTaHM3Ma.
JIna cBOeBpeMEeHHO MOCTAaHOBKM AMaTHO3a
¥ Ha3HaYeHMA CUMITOMAaTUYECKON Tepanuu
MaIMeHTaM C TeHOJepMaTo3aMM HeoOX0aIMO
Ha0JIIofieHre MYy/IbTUANCIUIIIMHAPHON KOMaH-
Ibl CIELMaICTOB. B Halleit cTaTbe, Ha MpUMepe

TaKMX 3a00JIeBaHNIL, KaK BPOX/IEHHBIII Oyies-
HBIVI SMNUAEPMOJIN3 ¥ UXTUO03, IPELCTABICHO
060CHOBaHMe TOTPEOHOCTU B KOMIIJIEKCHOM
HOAXOfie K JVIarHOCTHKE, IPOPUIaKTUIeCKOMY
HaOJII0eHIIO ¥ CUMIITOMAaTN4YeCKOMY JICYCHMIO
[IpU TaHHBIX 3a00/IeBaHISX.

BpoxxmeHHBINT Oy/IMIe3HBINT STUAePMOIN3
(BB3) - 9T0 pepKasi KIMHUYECKN 1 TeHETIYe-
CKYI reTepOreHHas IpyIa 3a00jleBaHMil, 0011elt
YepTON KOTOPBIX ABJIACTCSA IMOPaKeHNe KOXI
M/VK CIU3UCTBIX 000/I09eK B Bijle 0Opa3oBa-
HUA Iy3bIPEN U 3PO3UI B pe3yIbTaTe MaJjieii-
et TpaBmarusanun [2]. BED BosHukaer us-3a
HapyILIeHMs CHTe3a 0e/IKOB KOXU BCIIefICTBIE
TeHeTHYeCKUX MyTauuil 6omee yeM B 20 reHax.
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3aboneBaHMe MOXKET HaC/IeOBAThCA KaK II0
ayTOCOMHO-/JOMMHAHTHOMY, TaK 1 @y TOCOMHO-
peliecCBHOMY THIIAM Hac/e/[OBaHMA. Boienstor
yeTbIpe OCHOBHBIX Tuma BBI: mpocrToii, norpa-
HUYHBIIT, fuctpodudeckuii u curgpom Kuupiep
[3]. Tspxectp Tedennst BBD MokeT BapbupoBaTh
OT JIETKOM [0 KpaliHe TsoKenolt. Koxxy manueHToB
¢ OyJ/IIe3HBIM 3NN PMONIN30M MeTadOpUIecKn
CPaBHUBAIOT C KPbUIOM 0a00YKY 113-3a TIOBBIIIIEH-
HOM TpaBMaTusanun. [1o JTaHHBIM pas3TMIHBIX
VICTOYHVKOB, Oy/I/Ie3HBII ST PMOJIN3 BCTpeya-
eTcs B cpefiHeM y 1 13 100000 genoBexk [4].
VIxT103 - reHeTHYeCKOe 3ab60/IeBaHMe U3 TPYII-
IIbI TeHOJIEPMATO30B, IPY KOTOPOM HapyllIaeT-
€A TIPOIeCC OPOTOBEHN S KOXXU, U3MEHAIOTCA
(GyHKIVOHATbHBIE CIIOCOOHOCTU K/IETOK SIIN-
IepMica. DTO BHI3bIBaeT HapylLIeHe 6apbepHOI
(YHKIIMM KOXKU U CHYDKAeT ee CIIOCOOHOCTD
BCAChIBAThb BOAY. 3a00jIeBaHMe XapaKTepU3yeTcs
YTOJIIEHMEeM, CYXOCTBIO KOXXI U ee OOMIbHBIM

mresnymieHneM. PaclpoCTpaHEHHOCTh UXTHO-
3a 3aBMCUT OT TUIIA 3a60/IEBAHMSI U B CPETHEM
cocTaBnseT 1 cayyait Ha 30000 genosex [5].
Bposk/IeHHBIIT MXTMO3 IETNTCS Ha CUHIPOMAITb-
HBIE I HECMH/IPOMaJIbHble GOPMBI M MOXKET Ha-
CJIef{OBATHCST KaK 4y TOCOMHO-JJOMIHAHTHO, TaK
U Ay TOCOMHO-PEL[eCCUBHO, TAKXKe /ISl MXTIO3a
XapakTepHO X-CIIENIEHHOE C TI0IOM HAaC/IEe[0-
BaHue [6]. BpOXXIEHHBII MXTIO3 MOXKET XapaK-
TEPU30BATHCS KAK JIETKMM TE€UEHMEM C €[[Ba 3a-
METHBIMM KTMHNIECKUMU TIPOSIBIIEHUSIMU, TAK
M KPAITHE TSKETbIM C KPUTUYECKUM CHIDKEHUEM
KadecTBa )KM3HI 13-3a U3SMEHEHU A BHEIIHETO
BIJI, TOCTOSIHHOTO 3y/a U HaMW4uusl QyHKIN-
OHAJIPHBIX HAPYIIEHWIL.

[Tpu TsDKenbIX popMax TeHOePMATO30B MO-
JKET OTMEYATHCSI GOJBINOI CIEKTP BHEKOXKHBIX
MIPOSIBJIEHUIA, IPUBOAIINX K CHIDKEHWIO BO3-
MOXXHOCTH CaMOOOCTYXMBAHS, COLIUAIBHOM
me3amanTaum U paHHel MHBaTUN3AI[UI.

Ocno>xHeHN s IPU BPOXKAEHHOM OY/I/Ie3HOM 3MNIepMON3e

s BBD xapakTepHbI TaKle OCTIOKHEeHM s, KaK
nopaxxenue opranos JKKT, sybouentocTHOM
CUCTEeMBI, OTIOPHO-IBUTATETbHOTO alIapara,
CepyieuHO-COCYANCTOI, MOYEIIOIOBOI CUCTEMBI
1 OpPraHoOB 3peHN . VI3-3a BOSHMKHOBEHN A ITy3bl-
pe’t 1 3po3uit Ha CIM3NUCTON 000TOYKY TOTIOCTI
PTa pa3BUBaeTCA MUKPOCTOMIA M aHKVJIOTTIOC-
CUA, 9TO, COBMECTHO C KapPJMO3HBIM ITOpa’keHMeM
3y0OB 1 ICTOHYEHVIEM SMaJI, 3aTPyLHAET IIPU-
eM 1 00paboTKy muuu [7-9]. B cnyyasx, korga
MTAI[MIEHT He MOYKeT ITOJTHOIIEHHO ITePe>KeBbIBATh
ey, KpyIIHbIe KyCK) NNV TPV IPOXOKAEHNN
yepes MNINEBOJ, TPAaBMUPYIOT €ro CAUZUCTYIO
000J104KY, BCJIEACTBYE Y€T0 B IIPOCBETE MUIIEBO-
ia 00pa3yIoTCs My3bIPH, KOTOPBIE PErPecCUPYIOT
c obpasoBaHueM pyOIOBOII TKaHU, Cy>Kas Ta-
KM 00pa3oM poCBeT nuineBo/a. Jlnaraoctuka
CTPUKTYP NUIIEBOAA IPOBOAUTCA HOCPENCTBOM
PEHTTeHOBCKOTO MCCTIefIOBaHN A IMUIIIEeBOJA C VIC-
IT0/Ib30BaHMEM PAa3HBIX KOHTPACTHBIX BEIeCTB:
6apueBoil B3BeCHU MY BOZOPACTBOPUMBIX PEHT-
TeHOKOHTPACTHBIX ITpeIlapaToB Ha OCHOBE Jofia
B C/Iy4ae OTCYTCTBUA a/UIEPTUYECKIX PeaKIIl.
Y pereit ¢ BB menecoobpasHo npumeHeHne
BOJJOPACTBOPMMOI'O KOHTPAaCTHOTO BEIIeCTBa,
TaK KaK 13-32 HAPYLIEHNA aKTa ITIOTaHUS BO3-
MO>KHO TIOTaflaHVie KOHTPACTHOTO Bell[eCTBa Jbl-
xarebHble IyTH [10]. Y HEKOTOPBIX MAL[MEHTOB

C peLieCCUBHBIM AVUCTPOGUIECKUM OYIIIe3HBIM
SMUJEePMOIN30M MPOCBET MUIEBOJA HE TIpe-
BBIIIAET 2 MM, PV HOPMAJIbHOM JMaMeTpe
1,5-2 cm. B Takux cn1ydaAx maimeHTaM Mpo-
BOJAT Oa/JIOHHYIO UIaTallyio nuiesopa [11].
[IpoTuBOMOKa3aHNAMMY K IPOBEAEHNIO TaHHO-
IO XMPYPrU4ecKOro BMeIlaTeTbCTBa ABIACT-
Cs TeKOMIICHCUPOBAHHBII CTEHO3 IMUINEeBO/a
(oTcyTCTBME IPOCBETA B CY>)KEHHOM y4acTKe).
[Ipu BBIABIEHHBIX IPOTWBONOKA3AHUAX WU
orcyTcTBuM 9 PeKTa OT ZAHHOTO OIIePATHBHOTO
BMeIITaTeIbCTBA, a TAK)Ke YaCTO MOBTOPSIOIUXCS
CTeHO3aX INUIeBO/a, MaljieHTaM PeKOMEHIO-
BaHA YCTAaHOBKA raCTPOCTOMBI, Yepe3 KOTOPYIo
OCYILIeCTB/IAIT HYTPUTUBHYIO IO AEPXKKY [12].
TacTpocromust u 6anIOHHAS JUIaTALMS SBIIS-
I0TCS B3aMIMOJOTIONIHAIIIMU IIPOLelypaMu,
KOTOpbIe ONTMMU3NPYIOT JedeHe MalIeHTOB
¢ BB3 [13].

[ToMmMoO roparkeHni1 BepXHETo OT/iesNa JKely-
TOYHO-KUILIEYHOTo TpaKTa 1 BBO xapakTepHbI
TaKue OC/IOKHEHMS 3a00/IeBaHN S, KAK 3aI10-
Pbl, IPUBOAAIINE K TPEIIVMHAM IPAMON KUII-
KI, peKTaIbHBIM KPOBOTEUYEHUAM, KaJTOBBIM
3aBajiaM ¥ sHKompe3sy [11]. Y nanHOI KaTero-
p¥V TAIIeHTOB MOBBIIIEH PUCK pa3BUTUA 3a-
ITOpPOB M3-32 OTPAHNYEHHOTO IIePOPaTbHOTO
npueMa HuIy, HeZOCTATOYHOTO MTOTPeOIeH M ST
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KJIETYATKI, IIOTEPY MAKPO- ¥ MIKPO3/IeMEHTOB
yepes paHeBble OBEPXHOCT, a TAK>Ke ITopake-
HIII IepuaHaIbHOI 00/IaCTM B BIJe IIy3bIpeil
n 9posuit. CTpax 60/1e3HEHHOT0 aKTa fedexaluy
IOIIOJIHUTEIBHO YCYI'yO/LAeT TedeHue 3aII0pPOB
1 popMUpOBaHNe KaJIOBBIX 3aBaJIOB, a TAK)KE I10-
BBILIAET PUCK PasBUTHA ep(opaLuu TOICTOrO
KumevyHnka [14].

OCoXHEHNU CO CTOPOHBI CEPAIEYHO-COCY-
IVCTOTI cucTeMbl Tpu BB mpepctaBiensl Takum
JKM3HEYTPOXKAIONIMM COCTOSIHMEM, KaK JiujaTa-
LMOHHAsA Kapauomuonarys. [loTeHIMaabHBIMUI
(akTOpaMu prcKa ABIAITCA HYTPUTUBHASA He-
TOCTAaTOYHOCTD, HU3KMIT yPOBEHb KapHUTHHA,
nepUINT celleHa, IIUTENIbHBII IIPUEM >Kele-
30COZepKAINX ITperapaToB I XpOHNYecKas
nHpexuus [15].

OCo)XHEHNA CO CTOPOHBI OIIOPHO-IBUTA-
TEe/IbHOTO aIlllapaTa XapaKTepPHBI IIPAKTUYeCKN
ms Bcex popm BBED, ogHako uMeroT pasuble
KIMHUYecKne npoAasnennsa. Y 90% manueHToB
¢ pasnmuuHbIiMu popmamu BED Habnropaoorca
TIOPa>KEeHM I CTOIl Pa3/IMYHOI BBIPaKEHHOCTH,
3a4aCTyI0 BIMAOLIYE Ha II0JI0XeHe CTOII [16].
[Tpu ITB3 n3-3a BOSHUKHOBEHNA ITy3bIPe 1 5pO-
311, Y4aCTKOB I'MIIepKepaTo3a Ha KOXKe CTOII
IAIVeHThl MCIBITBIBAIOT BBIPAXKEHHYIO 60J1e3-

HEHHOCTb IIPY XO7ib0e, 3aTPyLHEHNA C TOfO0POM
00yBU, YTO IPUBOJYT K CHU>KEHUIO IBUTATe/Ib-
Holt aktuBHOCTH [17]. IIpu IB3, BcnencTBue
OOLIMPHOTO MOPasKeHNsT KO B 06/IaCTH CTOI
U KVCTENL, IpY perpecce 9pO3UBHBIX 9/1eMEHTOB
pasBUBaIOTCA lepOpMal iy IajIblleB CTOIL U K-
CTell B BIJle KOHTPAKTyp I CpallleHus IajIblieB,
B TSDKEJIBIX CTy4asIX ITa/IbL]bI CTOII ¥ KVICTEN ITOJI-
HOCTBIO CPACTAIOTCA MEXAY co6011 06pasys ae-
(bOopMaIVIO IO TUITY «BaPEXKKI», YTO HeM36EKHO
COIIPOBOXX/IAETCSA IOTEPEN MENKOI MOTOPUKM
Y CHIUDKEHMEM BO3MOXKHOCTU CaMOOOCTyXu-
BaHusA. [lepopmanysa K1UcTeil KOPpeKTUPYeTCs
OIlepaTMBHBIM IIyTeM, IIPU 3TOM HeoOXoxmuMa
TIIaTe/IbHaA NpefjoNepaliOHHasA IOAr0OTOBKa
U IIPUCTAJIbHOE [IOC/IEOIePALIIOHHOE BefieHue,
BKJII0Yas peabyIMTallIOHHYI0 Tepanuio [18, 19].
CTOUT OTMETUTD, YTO yIydlleHNe QyHKINO-
HAJIBHBIX CIIOCOOHOCTEI KIMCTY HOCUT BpeMeH-
HBIJT XapaKTep, 10 JaHHBIM IPOBELEHHBIX VIC-
cnefosannii B 50-53% cny4aes yxke uepes 1 rog
OTMevaeTcs IOBTOPHOE pa3BuUTHe fedopMalit
[20-22]. ITpu 3TOM OTMEYaeTCs1, YTO ONEPATUB-
Hasl KOppeKUVA KOHTPAKTyp U ICeBJOCUHMIAK-
TN TTaNIblieB KMCTel Hanbomnee sppeKTuBHa
y HauMeHToB Jo 11 jieT, BCaencTue OTCy TCTBUASA
TSKeNTbIX AedopMannii CycTaBoB [23, 24].

PucyHok 1.

CTeHO03 nuieBoaa

y NaLmeHTa ¢ JUCTpo-
dnueckum Tvnom BB
(doTo nogoneuHoro bO
«bINA.NeTn-6a604Km»)

Figure 1.

Esophageal stenosis in
a patient with dystro-
phic type of CEB (photo
of the ward of the
Charitable Foundation
«BELA. Butterfly Chil-
drenv)
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PucyHok 2.
[opaxeHwne cton npu
AUCTPODUYECKOM TUME
BB3 (poTo nogoneyHo-
ro bO® «b3NA.fleTn-6a-
60YKI»)

Figure 2.
Manifestations on

the skin of the feet in
dystrophic type of CEB
(photo of the ward of
the Charitable Foun-
dation «BELA. Butterfly
Children»)

PucyHok 3 n 4.
Nedopmauun Kuctein
npv AMCTpoPryecKom
Trne BB (poTo nogo-
neyHoro b® «b3JA.
NeTn-6abouku»)
Figures 3&4.
Deformations of the
hands in the dystrophic
type of CEB (photo of
the ward of the Charita-
ble Foundation «BELA.
Butterfly Children»)

OcCno>xxHeHU s CO CTOPOHBI MOUYEIT0/IOBOM CU-

creMbl Ipy BED BO3HMKAIOT 13-3a MOAB/IEHNA
Iy3bIpeli B MOYENCIyCKaTeTbHOM KaHase, 4To
B JlJaJIbHeN1IeM MOXeT IPUBOJUTD K Pa3BUTUIO
CTPUKTYP YPETPHI U 3aTPYJHEHNIO MOYEUCITY-
CKaHuA [25], 1, IpU OTCYTCTBUU CBOCBPEMEHHOTO
7ie4eH N, K XPOHMYECKOMY ITOBPEXKIEHNIO OYeK.
B 3apy0exHbIX MCCTeJOBAHUAX OIVICAHBI CITy4au
XUPYPIUYecKOro JedeHus 00CTPYKTUBHOM Ypo-
[IaTHM, B Of{HOM U3 KOTOPbIX 13-3a HeaekTnB-
HOCTU IPOBEEHHOI ONepanuy ¥ OTCyTCTBUA
BO3MO>KHOCTY KaTeTepyU3alMN yPETPhI IIPUILIOCh
IpUOETHYTb K CO3[aHUIO Y POJIOTMYECKON CTOMBI
o Moutu [26, 27]. Y nanuentos ¢ BB onncanst

CIy4au runepTpoduy MO4eBOro Iy3bIps, TUPO-
Hedpo3a, XPOHNYECKOTO NOCTUHBEKIMOHHOTO
r7oMepynoHeppuTa (BCIe[CTBYE pelUBUPY-
IOLIVX CYyHepMHMEKINI CO CTOPOHBI KOXI), Me-
3aHIMOIPOI(EPATUBHOrO IIOMepyIoHedPUTa,
IgA-Hedponaruy, aMmuIoN03a IOYEK, a TAKXKE
He(ppOTUYECKOTO CMHIPOMa U XPOHNYECKO
[I0YEYHOJI HeJJOCTaTOYHOCTY, BTOPUYHBIMMU IO
OTHOIIICHNIO K BBIIIENIepeyVIC/IeHHBIM 3a00/IeBa-
HusAM [28-30]. OpHo 13 3apyOexHBIX UCCIIef0-
BaHUJI I03BOJLAET IIPEAIIOIaraTh, YTO XapaKTep
pacrpeye/ieHIsl pefyKIVIOHHBIX Oe/IKOB B IIOYKaX
Y MOY€BBIBOJIAIIVX [Ty TAX COOTBETCTBYET XapaK-
Tepy ocno>xHeHmit npu BB [31].

OcnoxHeHNA IPpU BPOXKJEHHOM MXTHO3€

VIXTHO3 TaKkXe MOXKeT MPOTEKaTh C Pa3BUTH-
€M OCTIOKHEHMIT CO CTOPOHBI OPTAHOB 3PEHMS
U CIIyXa, CO CTOPOHBI MMMYHHOI CUCTEMBI,
OTIOPHO-JIBUTATEIHHOTO alapara, COMpPOBO-
JKIATHCS 9HJOKPUHHOI MV HEBPOIOTUYECKOIT
naTojorueit. VIxTuos genurca Ha gBse 60/bline
TPYIIIBL: CHHAPOMAIBHBII U HECVH/[POMAJIbHBII
MXTHO3.

[Ipy HeCMHIPOMAIBHBIX TUIIAX OCTOXKHEH S
3a60/1eBaH1SI BOSHUKAIOT [IPENMYIeCTBEHHO
M3-3a HapyIIeHNs Tporecca oporosenns. Tak,
HAIpUMep, PeLUANBUPYIOI[/ie OTUTHI B aH-
HOJT KaTeTOPUY MAIEHTOB BO3HMKAIOT 13-32
CKOIUIEHVSI B HAPY>KHOM YILIHOM IIPOXOJie OpO-
TOBEBIIETO SMUTENNS U CEPBL, UTO YACTO CO-
MPOBOXKIAETCS TIPUCOENMHEHEM BTOPUYHOI
nHdeknuu ¢ GopMUPOBAHUEM THOHOTO OT-
nta. OfHAKO, BBU/Y TOTO, YTO KOXXa I OPTAHbI
C/IyXa UMEIOT 9KTO/lepMaIbHOE IIPOMCXOXK/ie-
HIle, OCTIOXKHEHUsI CO CTOPOHBI C/IyXa 4acTo
BCTPEYAIOTCS TIPU CUH[POMATbHBIX UXTUO3aX
[32]. CornmacHo npoBe/jleHHBIM UCC/IEOBAHN-
SIM TI0 CTPYKType€ IaTOIOTUY OPTAaHOB CIyXa

y MALMeHTOB C HECUHAPOMAaIbHBIM UXTUO30M
Haubosee YacTIMU Ipo6IeMaMu SIBISIOTCS
CHIVDKEHMe CIIyXa, 60JIb 1 3y7] B 06/1aCTV HapyX-
HOTO cIyxoBoro npoxopa [33]. Heitpocencopnas
TYTOYXOCTb XapaKTepHa IJI CUHAPOMAJIbHBIX
MXTUO30B U BO3HUKAET BC/IEICTBIE TeHETMYe-
CKOJI MyTall/ TeHa KOHHEKCUHA 26, KOTOPBbIIl
9KCIPeCCUPYETCs B SIIMUTENNAIbHBIX KIeTKaX
YIUTKH, YTO IPUBOJUT K HeOOpaTUMOIL IIoTepe
C/IyXa B paHHEeM JJeTCKOM Bo3pacTte [34].

VI3-3a CUJIBHOL CyXOCTY KOXKY 1 CHUKEHI A ee
9MACTUIHOCTH IPU BPOXK/IEHHOM MXTHO3€ YaCTO
HaOTIOAI0TCSI TaKyie OCTOXKHEH NS CO CTOPOHBI
OpraHOB 3peHNsA, KaK 9KTPOIIUOH, CUHJPOM CY-
XOTO I71a3a, KePaTUT, JAKPUOLMCTUT M KaTapaKTa
[35,36]. [Ipeppacnonaraomumu pakropammn
9TUX COCTOSIHUIL ABJIAIOTCA IUIOIPORYKIM S
C/e3bl, COKpallleHne 9acTOThl MUTATeTbHbBIX
ABVDKEHNIT U peiNAVBUPYOLIe IIOBPEXKAEHsI
POTOBMIIBI, IPUBOJSII/E K BBICOKOMY PUCKY
npucoefHeHns1 BropnuHoil nHbexnuu [37].
[TpodmmaxTyka u TedeHye CONyTCTBYOLeil 0¢-
TaJIbMOJIOIMYeCKOI1 HaToIoruu Tpedyer 0coboro
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BHUMAaHNA B CIydaAX JIeYeHNsA CUCTEMHBIMU
peruHompamu [38].

OC/OXXHEHM A CO CTOPOHBI OTTIOPHO-IBUTATETb-
HOTO alIapara IIpy HeCUHAPOMa/IbHBIX UXTHUO-
3aX 4aCTO CBA3aHa C HAJIMUYMEM YIaCTKOB TUIIep-
Keparo3a, IV YTOJIIEeH s KOXKI, B 00JIaCTH CTOII
1 KucTell. 'mnepkepaTos 4acTo COIIPOBOXKTAET-
Cs1 BOSHUKHOBEHMEM ITTyOOKMX TPelLlVH, KOTO-
Ppble BBI3BIBAIOT BBIPAXKEHHYI0 60/I€3HEHHOCTD
pu X0fib0e M/ TIPU JIBVYOKEHU Y KucTsamu [39].
HekoTopslie GpopMbI CMHIPOMAIbHBIX UXTUO30B
COIPOBOXKAAITCA fehopMalMAMY CKe/leTa, Ha-
npumep cuagpom Konpagn-XioHepMaHa MOXeT
CONPOBOXK/IATbCA YKOPOYEHMEM KOHEUYHOCTE,
IedeKTaMU VJIU BPOXK/ICHHBIM OTCYTCTBIEM II0-
3BOHKOB, Ae(OpMaLVsIMI CTOIL, CrOATeTbHBIMI
KOHTpaKTypaMmu cycrasos [40]. IIpu CHILD-
CUHIPOME, KOTOPBIN XapaKTepU3yeTcs BPOX-
IDEeHHOI TeMUIMCIIIasuell, UXTNO03UPOPMHON
spurpogepmueit u gegexTaMyu KOHEYHOCTE],
OTMeYaloTCsA OJHOCTOPOHHME JAedeKThl KoHed-
HOCTel Pa3/IMYHOr0 XapaKTepa, OT I'MIIOIIa3uy
mo arenesun [41, 42].

VIMMyHONOrM4YecKue OCIOKHEHMUA JJOCTa-
TOYHO 4acTO BCTPEYAITCA IPU BPOXKJEHHOM
MXTUO3€ U IPOABIAITCA PEUUAVBUPYIOIIMU
UHQEKIVAMY, TTONMBaIEHTHO MUIIEBO ajep-
rYeil M IPYyTUMM HapyLUIEHNAMU UMMYHUTETA.

B 3apy0e)XHBIX MCC/IEJOBAHNSIX OL[eHMBAIACh
pONIb MMMYHHONM AUCPETYNALUN Y TTalMeHTOB
C MXTVIO30M, IIO Pe3y/IbTaTaM KOTOPBIX ObI/IN BbI-

SIBJIEHBI TUIIEPIUIA3N S SMUIAEPMILCA, IPEXKIEBPe-
MeHHa s 9KCIIPecclisi PO yKTOB TePMIHAIBHOM
nnddepeHINpoBKM U edpeKThl TMINOB. beio
06HapY>KEHO, YTO YPOBEHD HEKOTOPBIX HOTISIPHBIX
yutokuHoB (Hanpumep, ®PHOa, MJI-17, WJI-8,
WJ1-23, WJI-9, WJ1-4, VIJI-5) yBenu4mBaeTcs B Ke-
paTMHOLVTAX U/MK nepudeprdeckoil KpoBU
MalMEeHTOB C UXTUO30M [43, 44], a Tak>Ke OblIa
oIlpefie/ieHa aKTUBALVA UTOKMHOBOTO IIYTU
npy nxTrose nocpeacrsom MJI-23, Tx-17, MJI-17
1 ®HOq, 9T0 cX0Ke € TaTOreHe30M IIpH IIcopuase,
HEeCMOTPsI Ha KJIMHIYECKO€e CXOJICTBO MHOTMX TH-
OB MXTMO03a C ATOIIMYECKIM IepMaTUTOM [45,46].

Jonroe BpeMsi Of{YH 13 TUIIOB CUH/IPOMa/IbBHOTO
uxtnosa - cuHapom Hereprona - paccmarpuBai-
s KaK CMHJIPOM IIepBIYHOTO UMMYHOepuIuTa
[47]. Tlocnepusa KmaccupuKanua BpOKeHHBIX
HapylLIeHUIT UMMYHUTeTa MeXXJyHapOLHOrOo
coo3a nMMyHonorndeckux obmects (IUIS)
BK/IIOYaeT cuHApoM HeTeproHa B rpynmy um-
MYHOJe(DUIMTOB aCCOLMMPOBAHHBIX C CUHIPO-
Ma/bHBIMU MPOsIBTIEHMsIMU [48].

IToMuMO BbIIIETIEPEUVICIEHHBIX OCTIOXKHEH U,
YaCTBIMM CONYTCTBYIOIMMY IPOSBICHNAMMN
CUHIPOMAa/IbHOTO MXTNO3a SIBIISIOTCS TTOpaske-

PucyHok 5.
JKTPONMOH Npu na-
MeNNAPHOM UXTNO3E
(doTo nogoneuHoro bO
«bINA.NeTn-6a604Km»)
Figure 5.

Ectropion in lamellar
ichthyosis (photo of the
ward of the Charitable
Foundation «BELA. But-
terfly Children»)
PucyHok 6.

[edekT neBoii Bepx-
Hel KOHeYHOCTU Npu
CHILD-cunppome
(doTo nogoneuHoro bO
«bINA.NeTn-6a604Km»)
Figure 6.

Defect of the left upper
limb in CHILD-syn-
drome (photo of the
ward of the Charitable
Foundation «BELA. But-
terfly Children»)

89



90

IlepMaTOBEHEPOIOTNA

Tabnuua 1.
KnuHnueckne npossne-
HWS CUHAPOMAJIbHOTO
UXTKO3a

Table 1.

Clinical manifestations
of syndromic ichthyosis

MoaTun CUHAPOMAJIbHOIO NXTUO3a OCHOBHbIe KNMHNYecKkne npoAapneHnA

IFAP cunpipoM (b OMIMKyNAPHBIA
UXTNO3 C aTpuxueir u poTodobmert)

cunapom Konpanu-XoHepMaHa
(TouevyHas XOHAPOAUCIIIA3NSA)

cunpipom Hereprona

IHSC cunppom

TpuxoTnopucTpodus
¢ hoToceHCHbMIM3aL el

cuappom Pedcyma (60ome3Hn
HaKOIJIeHVI GUTAHOBON KVICTIOTHI)

cunpipom Illerpena-J/Iapccona

MEDNIK-cungpom

CEDNIK-cungpom

ARC-crHAgpOM

MHOKeCTBEHHBIIT et
cynbdaras

60me3usp Tomre 2 Tuma

KID-cuappom

cuHppoM Yanapuna-Topdmana
(60/me3Hp HAKOIJIEHVIS] HEMTPATIbHBIX
JIATIUOB)

BPOJXK/IeHHAs aTPexus, (POIMKY/ISIPHBII TUIIEPKePAaTO3, MEIKO-

U CpeHeNIaCTYHYATOe LIenyIienne, GoTodoobus, oTcTaBaHne
YMCTBEHHOTO Pa3BUTIS

SPUTPOSEPMIUS, CPeIHENIACTUHYATOE LIy IIeH e TI0 TMHUAM

Bramiko, aTpodofiepMus, aloneryis, aCCUMeTPIYHBI POCT KOCTell 13-
3a TOUEYHBIX Ka/lTbIM(UKaTOB SN (U30B TPyO6UaThIX KOCTeN, K03,
CKOJIMO3 ¥ aCCMMeTPYsA INI[A, KapTapaKTa

9PUTPOJEPMIS IIPK POXKAEHNY, 6aMOYKOBbIE BOTIOCHI, ATOIIN, BHICOKII
ypoBeHb IgE B CBIBOPOTKe KPOBM, 3afiep>KKa (PM3NIeCKOTO PasBUTIA,
PeIANBUpPYIOLIe MHOeKInI

MEJIKOIUTACTHYATOE FeHepaI30BaHHOE LIeTyLIeHNE,
CKJIEPO3VPYIOLIVIT XOTTAHT AT

JIOMKJI€ BOJIOCBI, Me/IKOIUIACTUHYATOE LIeTTyLIeHNe,
($OTOUYBCTBUTENTBHOCTD, HUSKOPOC/IOCTD, YMCTBEHHAsA OTCTANOCTD,
MUKpoIiedans, aHOMaTbHO HU3KOe COflep>KaHye Cephl B BOMOCAX
reHepajM30BaHHOE MEITKOIUIACTUHYATOE LIeTyLIIeHNe,
IIPOTPeCcCUpYIOLIas MbIIIeYHAst CTab0CTB, Iepudeprdeckas
HEBPOIIATH, ATAKCIsA, IMNTMEHTHBIN PeTHHNUT, orudusapHas AUCIIasus,
Kap/VIOMIOIIATI, aHOCMISI, [TTyX0Ta

reHepajM30BaHHbII KCEPO3 KOXKI, CIIACTUYeCKast JUIIIET s,
YMCTBeHHasl OTCTA/IOCTh, XapaKTePHbIe M3MEHEHMsI CeTYATKI 110 THUILY
6e/IbIX TOYEK, HU3KOPOCTIOCTD, AINIETICIIS

9PUTPOKepaTofepMus Ha GOHe MPaMOPHOCTH KOXKHOTO TIOKPOBa,
YMCTBEeHHasl OTCTA/IOCTh, SHTEPOIATHA, TTyX0Ta

KepaTofepMIsi, 3a/Iep>KKa IICUXOMOTOPHOTO Pa3BUTH, aHOMAIIN
PasBUTHSI KOPBI TOJIOBHOTO MO3Ia, TTyX0Ta, MUKpoLedanms
MEJIKOI/TACTUHYATOE LIeTylIeHNe, apTPOTPUII03, HOPasKeHVe MOYeUHbIX
KaHa/IbIIeB, XO/IeCTa3, BPOXK/IEHHbIE CePIeYHO-COCY/IVICThIe aHOMAa IV,
areHe3ns MO3O/IMCTOTO Te/a, ITyXOTa, TUIIOTUPEe03

nopaxenue ITHC (arakcus), aHOMaINu CKeleTa

reraToCIIeHOMETa A, PUTMTHOCTh KOHEYHOCTEN, TPOrpeccupyromiee
MOpakeHye TOI0OBHOTO MO3Ta, PelMANBUPYIOINIIEe CY[0OPOTH,
HapyIlleHne MOTOPUKM I71a3

JTAOVIPMHTHASA TTyX0Ta, KEPATUTHI, KAPMKOBOCTD, KPUIITOPXU3M,
pucTpodus smManu 3y6oB, nepudepudeckas HeipomaTys

KaTapaKTa, CHIDKeHNe CIyXa, 3aMefl/IeHie ICUXOMOTOPHOTO Pa3BUTIL,
nopaxenue ITHC (atakcust), Muonatus

HUsI HEPBHOJI CHCTEMBI B BU/JIE SIBIEHMIT ATAKCUM  MbI- KPUIITOPXM3M MJIU TUIIOrOHa[u3M [49, 50]
U 1ape3oB, CO CTOPOHBI MOYEINON0BOI cucre- (mabnuya I).

OHKonornyeckue pucKy Ipu reHojepmMarosax

Haub6oee 4acTbIM OCIOKHEHUEM resogepma- ABIAKTCA (1)3KTOpaMI/I P¥ICKa BOSHMKHOBEHU A

TO30B ABIAECTCA PAa3BUTME OHKOJIOTMYIECKOTO onyxoneﬁ[ KOXXW, 9TO CBUETEIbCTBYET O HeOO-

IIpomecca n B BIJE, IPpEMMYIECTBEHHO, /10~ XOAVIMOM PEryi1ApHOM OVHAMIYIECKOM HabII0-

CKOKJIETOYHO KapuUMHOMBI KOX! U ME€JIaHO- OE€HNU 3a ITALIVIEHTOM [IJIA BbIAB/I€HN A IIaTOJIOT -

Mbl. Hann4ame XpOHMYIeCKOro 9pO3MBHOTO MIPO-  YE€CKOTO Ipoljecca Ha paHHUX cTagusax [20-23].
Ijecca, IOBbIIIeHHasA (POTOYYBCTBUTEIPHOCTL B HacTosAIlee BpeMs M3BECTHO, YTO 4aCTOTA
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BCTPEYaeMOCTH OIYXO/IM KOXKI HAIIPAMYIO 3a-
BIUCUT OT TS)KECTM TeYeHM A TeHOJepMaTo3a: TaK
Haub6onbue pucky passutus [IKPK xapakrep-
HBI [JIS1 TALMEHTOB C JucTpoduyeckoi op-
Moit B9 ¢ perleccMBHBIM TUIIOM HaC/IeOBAHMA,
pocturawouue 80%, pexxe IIKPK BcTpeuaercs
IIpy orpaHN4HoIL popme B3, nmpumepno B 15%
Cydasx, Torja Kak npu cuagpome Kunpgnepa
U JOMUHAHTHOI popMe pucTpodudeckoro b3
puck He mpesblinaet 6%. Ecnu 6onee mogpo6HO
OCTAaHOBUTCA Ha SMUAEMMOIOTUN paKa KOXN
y nanueHToB ¢ PI9B, To MbI yBUAMM, UTO PUCK
pasputhb [IKPK 3HaunTe1bHO MOBbIIIAETCA C BO3-
pacroMm, coctapnsA B 30 1eT 67,8%, B 45 1 55 neT -
80,2 1 90,1% coorBeTcTBeHHO. TakuM 06pasom
PaK KOXXM CTAaHOBMTCSA Befyllell MpUIMHON
cMepTn y nanyeHTos ¢ PII9b u cocrasnser 78,7%
K 55 rogaM. Bolcokyie 1M pbl CMEpTHOCTY SABIIA-
€TCs pe3y/IbTaTOM He TOTbKO YaCTOTHI BCTpeda-
emocTu IIKPK y nanHOI rpynisl nanjueHToB, HO
U 0COOEHHOCTBIO OYIO/IOIVYeCKOr0 IOBeeHU A
omyxonyu Ha pone b3: B manHOM crydae ITIKPK
XapaKTepusyercs 6ojiee paHHUM BO3HUKHOBe-
HueM. B mnrepaType onmcaHbl CTyYan pasBUTHA
TIePBOJI OITYXO/IN Y MaLlMieHTa 6 7IeT, KpoMe TOTO,
IJIA OIYXO/IM XapaKTepeH IepBUYHO MHOXe-
CTBEHHBIII XapaKTep PacIpOCTpaHeHN ], a TAaKXKe
paHHee MeTacTasupoBanue [51-53].

W ecnu B sanuaeMuoONIOruy paka KoXm y ma-
IIMEHTOB C OY/I/IE3HBIM SNUIEPMOIN3OM €CThb
onpefeneHHas ICHOCTh, TO BOIPOC YaCTOTHI
BCTPeYaeMOCTH JaHHOI IaTOOTUY IPU TAKOM
reHo/IepMaTo3e KaK MXTUO3, 0CTAeTCs OTKPBITBIM.
B HacTosee BpeMA UMEIOTCSA TUIND eAVIHUIHbIE
COOOIIEHN O C/Iy4YasX 3/I0Ka4eCTBeHHBIX HOBO-
06pa3oBaHMIl KOXKM y IAL[EHTOB C PAa3INYHBIMU
BIJIaMM BPOXK/IEHHBIX MXT1030B. OffHaKO, 311~
[AEeMMOJIOTHA CPeiX STUX MalleHTOB OCTaeTCs
HEM3BECTHOJ 13-3a OTPaHMYEHHOTO KOTNYeCTBa
C/Iy4aeB M OTCYTCTBU A UCCIEJOBAHMI B JAHHOM
obnacrtu. B 2012 roxy 6611 ony6iukoBaH 0630p,
IIOCBAIIEHHON IaHHOJ TeMaTuke. bola pac-
CMOTpEHa Cepus CIy4daeB 310Ka4eCTBEHHOTO
MOpa>keHMA KOXKM Y MaIMIEeHTOB C MXTUO3O0M.
Cpenu 28 cmy4aeB 3710Ka4eCTBEHHBIX OITyXO/Iei
KOo>XU Ha (poHe uxTH03a, 85% onyxonp O6blna
npexcrasnena [IKPK, pexxe 6pta guarsoctn-
poBana 6azanpHoKIeTouHas1 Kapinuoma (BKK)
B 25%, IpMMeYaTenbHO YTO MPAKTUYECKN BO
Bcex cnyvasax BKK ny6nnposana ITKPK, B 10%
ciydaeB Obl/la OOHapy>keHa 37I0KaueCTBeHHA s
TPUXOJIeMMabHAs ONyXO/b. 310Ka4eCTBEHHbIE
OITyXO/IY OBLIY JYaTHOCTUPOBAHBI y IIALIMIEHTOB
C pasNIMYHBIMU TUIIAMU MXTHO34, O/JHAKO B 45%
ciydaeB 9TH manueHTsl ctpafanu ot KID cun-
npoma. CpegHuit BO3pacT MalleHTOB COCTAaBUII

PucyHok 7.
lMnockoknetouHas
KapLyHOMa KOXU y na-
LMeHTa ¢ guctpodu-
yeckum BB3 (poto no-
noneyHoro b® «bIA.
NeTn-6a60uKkin»)
Figure 7.

Squamous cell carcino-
ma of the skin in a pa-
tient with dystrophic
CEB (photo of the ward
of the Charitable Foun-
dation «BELA. Butterfly
Children»)
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Bcero 33 roja, a caMOMy MjajuieMy ObIIO
15 net. TakuM 06pas3omM, co3gaercs BIevarTie-
HUe, YTO Y MALIMEHTOB C COMAaTUYECKH TSKEIbI-
Mu GOopMaMM UXTUO3, XapaKTePU3Y IO MMUCS

MOpa’keHMeM KOKHOTO OKPOBA U €r0 IPUJAT-
KOB, €CTb aCCOI[MAINS C TIOBBIIIIEHHBIM PUCKOM
Pas3BUTHS 37I0Ka4eCTBEHHBIX OIIYXOJIEN KO>KHOTO
MoKpoBa B 6ortee paHHeM Bo3pacre [54].

CuMnroMaTm4eckoe jiedeHme reHogepmaTro3on

BcnencTBue 06pa3oBaHMA Ha KOXe ITy3bIpeit

U paHEeBBIX OBEPXHOCTEN UCIONTb30BaHNUE

aTpaBMAaTUYHOIO IEePEBA30YHOTO MaTepuana

ABJIAETCS HayboJiee BayKHBIM IPUHIIUIIOM yXOfa

3a KOXKell y manyeHToB ¢ B63 [55-57].
IlepeBA3ouHBIN MaTepuasna, KOTOPbBIN MC-

MO/Tb3YIOT MalMeHThl ¢ BB samumaer koxy

OT MeXaHMYECKNX BO3/IEICTBII, OT IOTIAJaHI

MH(}EKIMOHHBIX aTeHTOB B PaHEBYIO IIOBEPX-

HOCTb, CIIOCOOCTBYIOT JIy4IlIeMy 3a>KMBJICHUIO,

HPENATCTBYIOT OOMIBbHOI 9KCCYAALUY 9PO3UB-

HBIX IIOBEPXHOCTEII, TeM CAMBIM IIPeOTBpaIias

otepio 6enKa 1 37eKTponnToB [58].
ITepeBA3ouHbIe CPENCTBA, KOTOPBIE CIOTb3Y-

I0TCA y ManueHToB ¢ BE9 MOXHO pasfenuTh Ha

2 TPYIIIBL: IEPBUYHbBIE, KOTOPbIEe KOHTAaKTUPYIOT

HETIOCPEfICTBEHHO C KOXKell ¥ BTOPMYHBIe, KOTO-

pble GUKCUPYIOT IePBUYHBII IIePEeBA30YHBIN

Marepual.

B 3aBMCHMOCTY OT IPMHIIVIIA UCTIONIb30BAHNUA
IepeBA30YHbIE CPEICTBA AE/NATCA Ha 4 TPYIIIIbL:
1. KOHTaKTHBIE CeTYaThle HaKIagKy, KOTOpbIe

pacrojaramTcsa HeIOoCPeICTBEHHO Ha paHe-

BYIO [IOBEPXHOCTD. CeTdaTble HaKTaKI MOTY T

JMMEeTDb CUJIMKOHOBYIO OCHOBY, TUJPO- NN

MUTONIOKOIIOUIHYI0 OCHOBY, a TaK>Ke CO-

CTOATD U3 XJIOIMYAaTOOYMa>KHOI'O MaTepuaia.

Bce ceTyaTble MOKPBITU A, KPOMe CUNKOH-

COfIepP>KalllMX, MOTYT OBITH JOIIOJTHUTEIbHO

MIPONMTAHBI Ma3sMU, aHTUCEITUKAMY UJIN

COfiep>KaTh MOHBI cepebdpa.

2. KOHTaKTHbIe I'y64yaTble HaK/IaJKi, KOTOPbIe MO-
Ty T UCTIONIb30BAThCA CAMOCTOATENBHO 1 PacIo-
JIaraThCsA Ha PaHEBOI TOBEPXHOCTH, VI B Ka-
YeCTBE IOMTOTHUTETbHOM ITOBS3KM C CETYATHIM
noKpbITHeM. CylecTBYIOT Iy04aThle HAK/Ia KN
Ha OCHOBE CM/IMKOHA I Ha OCHOBE MOy peTaHa
Ppas/IM4HOI IIOTHOCTH. Iy64aThle HaK/IaLKN
0071a/1al0T BBICOKOIT a0COPOIIMHHOI CIOCOOHO-
CTBIO IIPY MCIIO/Ib30BAHNY HA SKCCYAMPYIOLIVIe
PaHBbI, a TaK)Ke MOTYT MCIIO/Ib30BAThCA KaK
CPE/ICTBO 3alIUThI IOBEPX IPYrOro MaTepuana.

3. cTepuibHbIe HeTKaHble candeTKy, KOTOpbIe
CITy>KaT JJIS1 3alIMTHI pAaHEBOIl IIOBEPXHOCTH,

pacronaraTcs MOBepPX CETYAThIX HAK/IATOK
BO n30exaHue IPUINIIAHUS OMHTOB K CETKe
VLN K 9KCCYaTYy.

4. pukcupyomye 6MHTLI, HeOOXOLUMBIE I
¢dbukcanuy nepBUYHBIX MOBsA30K. Dukcu-
pyfoliye OMHTBI HaKIafbIBAIOTCA IIOBEPX
CTEePU/IbHBIX HETKAHBIX CandeToK, BO M3bexa-
HUe UX IPYIATIAHMS K CETYAThIM HaK/TaJKaM.
Ha ¢uxcupyromye 6MHTBL HaK/Ia bIBaeTCs
60 TpyOUaTsIit OMHT, 1160 caModUKCcuU-
pyomuiics (KOresuBHBIIT) OMHT IJIs Ty dIeil
dbukcanumn.

Yxop 3a ITO/IOCTBIO pTa SABNAETCA Ba>KHBIM
acriekToM B iedennu BbD. Cusucras o6omouxa
IIOJIOCTY PTa MOXKET ITOPaXKaTbCs IPY BCEX TH-
nax B63, Hauboree TsKeIble TOPa>keHUA B BUTE
MIUKPOCTOMMUM U aHKVJIOTJIOCCUI OTMEYAI0TCS
IIpY IOTPAaHNYHOM U JUCTPO(PUYIECKOM TUIIAX.
JJaHHDBIE OCTTOXXHEHU S JOCTATOYHO CU/IbHO 3a-
TPYAHSIOT IPOBEEeHNEe CTOMATOTIOIMIeCKOTO
neyeHns. HemocraTouHas rurueHa u yxon 3a
IIOJIOCTBIO PTa U3-3a 00N, Ha/MN4Yus My3blpeit
U pyOLIOBBIX M3MEHEHUI CIIOCOOCTBYIOT Pa3BU-
TUIO IATOJIOTMYECKUX IPOIECCOB B ITOTIOCTH PTa,
BKJ/II0OYas] BTOPUYHBIN Kapuec ¥ CKy4YeHHOCTb
3y60B. K OCHOBHBIM peKOMEeHJalVIAM IO YXORY
3a IIOJIOCTBIO PTA OTHOCATCA Pery/iApHas YNCTKa
3y00B MATKON MJIV 37IEKTPUYECKOII IIeTKOI He-
60/IBIIOTO pasMepa, MCI0/NIb30BaHue 3yOHO ITa-
CTBI ¢ PTOPOM, eXKeTHEBHOE OUMIIIeHIe 3yOHBIX
IIPOMEXXYTKOB 3yOHOI HUTBIO 1 MCIIONb30BaHIe
AHTUCENTUYECKNX ONOIACKMBATeel /1A MO-
noctu pra [59].

CuMmnromMaTnyeckoe jedeHne Ipu UXTUO-
3€ 3aK/II04aeTcs B IOCTOSIHHOM JMICIO/Ib30Ba-
HIM YBIKHAOMINX CPEfICTB. YBIaXXHAII e
CpefcTBa peryInpyoT pyHKIMOHNPOBAHYE
KO>XKHOTO 6apbepa I HOpMalIn3yIOT TPAHCIIIN-
TepMasIbHYIO IIOTePI0 JKMIKOCTH, IIPY TsKENIbIX
(dhopMax UXTHO3a U BBIPAXKEHHON CYXOCTY KOXI
YBIaXHAOIINE CPEACTBa /1A LOCTUXKEHNA
BupuMoro sdgdexra He0OXOAMMO HAHOCUTD
oT 6 710 8 pa3 B feHb. IIpu 3TOM, B CBA3MU C 0CO-
OEeHHOCTAMM CTPOEHMA KOKHOTO IIOKPOBa, Ha



pasHble yY9aCTKM KOXM HeOOXOAMMO HaHece-
HUe PAa3HBIX [10 TEKCTYpPe U 10 JeICTBYIOLIIM
BellleCTBaM YBIaXKHAIOIMX CpencTs [60-62].
JIMYHBIIT OTIBIT ITAIMEHTA U €TO IIPEATIOYTEH N
UrpaoT GOIBIIYI0 POIb B BRIOOPE YBIaXKHs-
OIIUX CPEICTB, 3TN PaKTOPHl HEOOXOTUMO
MPUHATH BO BHUMAaHME IPU PEKOMEHIAINA
TeX VIV VIHBIX SMOJIEHTOB. JIydiiee yBIaXKHsI-
0lI[ee CPEAICTBO — 3TO TO CPEACTBO, KOTOPOE
MPENOINTAET TAIMEHT 1, CTIEIOBATENBHO, ETO
OH OyzieT UCIIOIB30BATh C HaMOOIbIIEl FOTIei
BEPOSITHOCTY PETY/ISPHO.

CpepcrBa [i/is1 yXOfia 3a KOXKell [IPU NXTHO3e:

o YBJIaXKHSAIOLINE CPefiCTBA (9MOJIEHTDI)

e KepaToNMUTUYeCKye cpeficTBa (Ha OCHOBe
Ca/INIIMIOBO KUCIOTHI, MOUYeBIMHBI, AHA
KICIIOT)

o IpPOU3BOAHBIE BUTAMIHA A (peTHHOeBas Masb,
Ta3apoTeH)

o PaHO3XUB/AIIINE CPECTBA (MCIIOMB3YIOTCS
[PV BOSHMKHOBEHNUY TPEIIVH 1 9PO3UI Ha
KOJXKe)

o aHTUOaKTepuanbHbIe ¥ TPOTUBOIPUOKOBBIE
Masy U KpeMa (Ipy IPUCOefMHEHN N BTOPI Y-
HOJ nHeKIuN)
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IIpy HEKOTOPBIX TUIIAX UXTNO32 BO3MOXKHO
VICIIO/Ib30BaHYe BJIa)XHOTO 00epThIBaHM A, KO-
TOpOe OKa3bIBaeT OXJIaXK jalolliee IeJICTBIE, TeM
CaMBIM YMeHBbIIAET 3Y/| M CHIKAeT AUCKOMPOPT-
Hble olyieHs. [IpyHIUI TepeBA3KY 3aK/II04a-
€TCs B TOM, YTO Ha Te/I0 peOeHKa HaK/TaibIBaeTCs
JiBa CJI0S1 MATKOTO TPyO4aTOro 6MHTa, KOTOPDII
COCTOMT V3 9/IaCTUYHOT'O BIUTHIBAIOIIETO B/IATy
marepuana. Tak>ke MO>KHO MCIIONTb30BaTh 0ObIY-
HBbIe 57IaCTUYHbIe OVMHTBL

ITepeBsA3Ka COCTOUT U3 CNIEAYIOLIVIX ITAIIOB:

1 sTam: HaHeCeHVe Ha KOXKY 9MOJICHTA;

2 9TaIl: HalIO)KeHNe BIIaXKHOTO OMHTa Ha KOXY;

3 aTam: Ha/JOKEeHNUe CYXOTo OMHTa MoBepx
BJIa>KHOTO B KayecTBe (PUKCUpYIOLell ITOBA3KIL.

Bpemst 9KCIIo3uImm cocTaBsier oT 2 1o 4 va-
coB. JIJIs1 UICK/TIOUEH NI pUCKA TIePeOXIaK AeH s
pebeHKa Bra)kxHOe 0OepThIBaHIE HEOOXORAMMO
MPOBOJUTH B IIOMEIEHN C KOMPOPTHOI TeM-
nepaTypoii BO3ayxa. B OTAeNbHBIX CyYasax, Ipu
BBIPa>KEHHOI 9PUTPOAEPMUN BMECTO YBIAXKHSI-
IOLIIETO KPeMa MO>KHO MCIIO/Ib30BATh TOIMYECKIe
[JIIOKOKOPTUKOCTEPOU bl. BraxxHoe 06epThI-
BaHII€e HeJIb3s OCYIIeCTB/ISITh IPU HA/IMYNI Ha
KO>Ke 04aroB BTOpu4HoOIT nHpeKnn [63, 64].

IToTpeOHOCTD B HYyTPUTUBHOI MOAAEPKKe IPY reHOolepMaTO3axX

HyTpuTupHas HEJOCTATOYHOCTb BO3HUKAET
u3-3a fucHajsaHca MeXJy HOTPeOHOCTAMMU
B NIMTATEe/IbHBIX BEIleCTBAX U UX MOCTYIICHN-
€M B OpraHu3M. BbIpa>keHHOCTb HapyLIeHNI
NUTAHUS ¥ HEJOCTAaTKa OCHOBHBIX IMUTATE/Ib-
HBIX Bel[eCTBAX 1 SHEPTUN HAIIPAMYIO 3aBUCHUT
OT CTeNeHU TSXKeCTU TedeHusA, Kak BbO, tak
n nxtnosa. K npmunHaM BO3HMKHOBEHMA HY-
TPUTUBHOI HEJOCTATOYHOCTY OTHOCAT ITOTEPI0
OeJiKa, 37IEKTPOIUTOB U PYIUX KOMIIOHEHTOB
KPOBU BCJIEICTBUE 9PO3UBHOIO MTOPaXKeHNU A
KOXKM, TIOBBIIIEHHYIO TPAHCIMM/I€PMAJIBHYIO
IIOTEPI0 XKUIKOCTY, @ TAK)Ke HAPYILIEHN A TePMO-
perynAnuy, ycuieHue IpoLeccoB MeTabonmsMma,
HaITpaB/IEHHBIX Ha 3a)KMBJICHNE KOXKHOTO MPo-
necca ¥ 60pbOy ¢ XpOHMYECKOI NHPeKLMel
[65]. TlonuBaneHTHAsT MUIEBas A/UIEPTHS, Xa-
pakTepHas B 6OJbliel CTENEHN IS UXTNO34,
n30MpaTeNbHOCTD B efle, CTPax IpyeMa MUIn
13-3a 3aTPYAHEHU IIOTAHNA U ITIOCTIeA YOI eTO
60r1e3HeHHOTO aKTa fedekarum Ipu XpoHmYe-
CKIX 3amopax TaKkXKe SABIAITCA NPUINHAMU

6e/IKOBO-9HePreTUYeCKOil HeOCTaTOYHOCTH
[11, 14, 66].

Jnd KoppeKI My COCTOSAHNA MUTAHNUA y Al M-
€HTOB C TeHOJIEPMAaTO3aMI MICITOIb3YIOTCS CMeCU
I/ 9HTEPaNbHOIO NUTaHMA. BonbImIMHCTBO
3TUX CHelaNM3MPOBAHHBIX NPOAYKTOB INUTa-
HUA ABIAIOTCA «M30KaTOPUIHBIMI», T.€. COflEP-
»kat 100 xxan B 100 M. Ilpu TAKemo11 crenenn
6e/IKOBO-9HePreTUYeCcKOil HeTOCTaTOYHOCTH
CleflyeT OTAAaBaTh IPeAIOYTEHNE IPOYKTaM
C TIOBBIIIEHHBIM Ka/IOpa’keM, KOTOPbIE M03BO-
JIAIOT JaTh 6OJIbllee KOMMYeCTBO HyTPUEHTOB
U 9HepruM B MeHblleM oObeMe. [Tpu Hamuuum
MpU3HAKOB Manbabcopbunmu, sHTEpOmaTn,
a TaK>Xe IIpYU IJI0XOJ IePEeHOCUMOCTH TOIN-
MEPHBIX IUTATEIbHBIX CMeCell Ha3HAa4alTCA
ONIUTOMEPHBIE M30KAIOPMUECKE U TUIIEPKATIO-
pudecKye NuTaTeIbHble CMECH JJ1Sl SHTEPaTbHO-
ro MUTaHUA. Y NallMeHTOB C TeHOflepMaTo3aMu
B CJIy4ae a/lyIepruu K 6e/IkaM KOpOBbero MOJIOKa
JCTIONIB3YIOTCA CMECU Ha OCHOBE BBICOKOTU-
APpONM30BaHHOrO OeIKa VM CMeC) Ha OCHOBE
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aMMHOKMCNOT. IIpu TsAKenmoit HeJoCTaTOYHO-
CTU NUTAaHUA, BBIPa)KEHHOM HapyLIEHUN Iepe-
BapMBaIIell M BCaChIBAIOIIE CIIOCOOHOCTI
opranos JKKT ¢opmynamu Ber6opa ABIAIOT-
Cs1 aMUHOKMC/IOTHBIE CMeCU U OpraHM3anus
9HTEpPAIbHOI'O 30HLOBOIO NUTAHUA, KOTOpPOE
3aKJ/II049aeTCs B HEIIPePbIBHOM MeJIJ/IEeHHOM II0-
CTYIUIEHUM MaKpo- 1 MUKpoHYTpueHToB B JKKT.
Y mereii c BBO npumeHeHne 30HA0BOTO NUTaHUA

Yxop, 3a HOBOPOXXI€HHBIMU

ITanuents! ¢ BB 1 nXT11030M B OOJIBIIMHCTBE
ClTy4aeB VIMEIOT KJIMHMYeCKNe IPOSBIeHN 3a-
6oneBanus npu poxgenuu. Ilpu BBD moryr
Ha0JII0aThCs JIOKa/IN30BaHHbIE VN TeHepaIn-
30BaHHBIE ITy3bIPY VI 9PO3NN HA KOXKE U CIV3U-
CTBIX 000JI0YKaX ITOJIOCTY PTa, Y4aCTKM allyIa3un
KOXXU, IPEUMYIIeCTBEHHO B 00/1aCTY KOHed-
Hocrell [71, 72]. HoBopoxxaenHbIM ¢ BBO Tpe-
6yeTcs 0COObIIT IO XOH, MCK/TIOYAIOLIVIT PUCKY
TpaBMaTM3aI UM KOXKI, I03TOMY C/IeflyeT COXpa-
HATb IEPBOPOIHYIO CMa3Ky U, II0 BO3MOKHOCTH,
n3beraTb MHTEHCUBHOTO OYMIIEHU KOXI HO-
BOPOXXJIeHHOro pebenka. [Ipu Heob6xogMMO-
CTU IPOBeJieHNUA JIedeOHO-IMaTHOCTUYeCKIX
MEepOIPUATHIL C UCHIONb30BAHNEM KaTeTepOB
1/VITIV 30HTIOB, IAHHbIE MeIMIHCKIIE M3/e/ A
TOJIKHBI OBITH 3a(PUKCUPOBAHDI CIIL|MAJIU3N-
POBAaHHBIMU aTpPaBMATUYHBIMMY I/IACTBIPAMU
Ha OCHOBE CU/IMKOHA. B 11en1sax ckopeiimert anm-
TeMN3aLNY SPO3NIL, 3aINTHI KOKHOTO ITOKPO-
Ba I NPO(UIAKTUKN BTOPUYIHON MHPEKNK
HeoOXOIVIMO MCIIONIb30BaTh aTPaBMaTUYHBIN
IepeBA30YHbI MaTepua [71]. 3a6op xpoBu
I 1abOpaTOPHON MArHOCTUKY PeKOMEH/Y-
€TCA OCYIIeCTB/IATD M3 IIYIIOYHOTO KaTepepa,
LIEeHTPa/IbHOTO BEHO3HOTO KaTeTepa VN Iepu-
(dheprueckoit BeHbI, pacriooXXeHHO B 006/1acTsIX
HEIIOBPEXXJeHHBIX KOXKHBIX IIOKPOBOB. 3a60p
KaIV/UIAPHON KPOBU U3 ITAJIblIeB KUCTEN UK
IATOYHON 00/1aCTV He PeKOMEH/JOBaH 13-32a pI-
CKa noBpexzueHus koxn. HopopoxpgenHomy
pebenky ¢ BbD, mpu oTcyTcTBUM HOKa3aHUIA,
He peKOMEH/I0OBAHO HaXOIUTHCA B KyBe3e, Ipel-
HOYTHTE/IbHEee HaXOX/IeHIe peOeHKa B OTKPBI-
TOI KpOBaTKe C MATKOII MOBePXHOCThIO. [Ipn
OpraHM3alnNy NUTAHNUA IPEJIOUYTEeHNE CTONT
OTZHaBaTh, B IEPBYIO OUepe/ib, [PYAHOMY BCKapM-
JIVIBAHMUIO VIV CLIEXKEHHBIM I'PY/IHBIM MOIOKOM.
JI71 MOBBILIEHM S KQJIOPUITHOCTY U O€/IKOBOI

OTpaHNMYEHO M3-3a PUCKA HOBPEX/EHNSI CIIU3N-
croit o6omouknu XXKT. B cryuasax taxenoro Hy-
TPUTUBHOTO Je(DUIIITA U TSXKETOTO COCTOSHILS
pebeHKa 1pu HEOOXOMMOCTY B OpPraHM3aIUN
30H/JOBOTO INMTAHUS UCIIONb3YIOTCS CIIEIN-
aJbHBIE aTPAaBMATUYHbIE 30H/BI. B TsDKembIx
CIyYasix IpUberamT K MOCTAHOBKe TacTPOCTO-
MBI, @ TAK)Ke HA/TQXXMBAETCS JOIOTHUTENBHOE
rapeHTepaapHoe nutanme [67-70].

[[EHHOCTY PAI[MOHA MPEITIOUTUTETBHBIM SIBIIS-
eTcst 0boralleHe CLIe>)KeHHOTO IPYAHOTO MOJIOKa
crienanbHbIMU GOpTUUKATOPAMI TPYFHOTO
Mojtoka. OpraHusanusi TpyAHOro BCKapMIIn-
BaHIS MOXeT ObITh 3aTPY/JHUTE/IbHA B CIIyYae,
€C/IV UMEIOT MECTO TIOPAXKEHU ST CIUBUCTBIX 060-
JIOYEK IIO/IOCTY PTa. B TaKMX ClIydasx pexo-
MEH/[OBaHO JCIIOIb30BATh IIOM/IBHIKI [0 TUITY
XabepmaHa. [TocTaHOBKA HA30TacTPaIbHOTO
30H/Ia He PEKOMEH/IOBAHA 10 IIPUIIHE BO3MOXK-
HOJT TPaBMATU3ALNU CTU3UCTHIX 060/T0Y€EK, YTO
MOXET IPUBECTU K POPMUPOBAHNIO PAHHUX
CTpUKTYp nmuiieBopa [73,74]. Ilpu orcyTcTBUM
BO3MOXXHOCTH OPraHU3ALY IPYAHOTO BCKAPM-
JIMBaHUSL, AN TPOBAHHOI GOpMYIIOil BbIGOpa
SIBJISTIOTCSI aMUHOKVUCTIOTHBIE CMECH, KOTOPBIE
IAI0T BO3MOXXHOCTD MOTPeBIeHMsT HEOOXO M-
MOTO KO/IMYECTBA MAKPO U MUKPOHYTPUEHTOB,
a TaK)Ke MPOPUIAKTUPOBATD CEHCUOMTU3AI[IIO
K Oe/IKy KOpOBbero Mojokxa [75].

[Tpu MXTIO3€ KOXKHBIIT TATOTIOTMYECKIIT TPO-
[ECC TIPYU POXKIEHUY MOXET XapaKTepU30BaTh-
Cs1 HaJIM4YMeM KOJUIOMUITHOM TIIEHKU, TeHepa-
NIM30BAHHOI 9PUTPOLEPMIENL, LIy LUIeHNEM
¥ IOBEPXHOCTHBIMU 9PO3USIMU, IPU UXTHO3€E
AprexuH MOXXeT HabOMIIaThCs HATMYMe TIOT-
HOTO «ITAHI[MPsI» Ha KOKe. [laHHbIE TPOSIBIICHNSI
MOTYT COIPOBOXK/ATHCS XKU3HEYTPOXKAOI MY
COCTOSIHMSIMU B BUJje HAPYILIEHWIT 37IeKTPOINT-
HOTO 6ajaHca u TermIoobMeHa, a TAKXKe pas-
BUTIEM JbIXaTeJIbHONM HEJOCTATOYHOCTH [76].
Hapyiennst amexTponnTHOro 6amaHca BO3HM-
KaIOT BC/IEICTBIE TPAHCOTIIEPMAJIBHOI TOTEPU
KUKOCTH, KOTOPAsI COIEPKUT B cebe MOHbBI
HATPMWsI, XJI0pa, MATHMsI, @ TAKXKe [PyTHe S/IeK-
TponuThl. HapyIeHus BOJHO-3/IeKTPONINTHOTO
6ajaHca MOI'YT IPUBOJUTD K OTEKY MO3Ta, K Ha-
PYLIEHUSIM CEpHEeYHOTO PUTMa, CYLOpPOraM
n moKy. Heo6X0z1M0 KOHTPOIMPOBATH YPOBEHD



ApxuB negyaTpun 1 geTcKoit xupyprum Ne2, nekabpn 2023 roga @

37EKTPOIUTOB, MICIIONb30BaTh YBIaXKHAKOLINE
CpeAcTBa A1 NpeJoTBpallleH N TPAaHCIMU IEeP-
MasbHOI noTepu >kuakoctu. HopopoxxgenHomy
PebOEHKY ¢ BpOXKIEHHBIM UXTUO30M PEKOMEH/ [0~
BAaHO HaXOIUTCA B KyBe3e C ONTYMa/IbHbIM TeM-
MepaTypPHBIM PEKMMOM U BIaXKHOCTDIO HE MEHee
60%, HO He 6oree 80% M3-3a pUCKa IPUCOETHE-
HusA rpubkoBoit uHexnu [77]. [IpixaTenbHas
HEeJIOCTaTOYHOCTD IIPY UXTMO3€ BO3SHUKAET 13-32
HapyLIeHVA NPpORyKIuy cypdaKkTaHTa U acIn-
pauuy HOBOPO>XKAEHHBIM OKOJIOIJIOAHBIX BOJ,
B KOTOPBIX MOKET COJIepP>KaTbCsl OPOTOBEBIINIL
SMUTENNI, YTO MOXKET IPUBOANTD K 3aKYIIOPKe
QJIbBEOJI M IIPUCOENMHEHMIO BTOPUYHOT MHDEK-
uun. IIpy nuxTnose ApnexnmHa, KOrfa Ha KOXKe
MIMEETCS BbIPAXKEHHBII TUIIEPKEPATOTUYECKMIL
«IIaHLMPb», BO3HUKAET OTPaHMYeH e [IBVYOKEH S
rpyfiHoN kneTku. Hepenku ciydan sakynopku
HOCOBBIX XOJIOB OPOTOBEBILNM dmuTenueM [78].
IIpu opranmu3anuy NUTaHUA IpefIIOYTeHNE,
TaK>Xe, CTOUT OTJaBaTh I'PYJITHOMY BCKapM-
nuBaHuio. IIpy HanmM4YMM y HOBOPOXKIEHHOTO

9KIabuyMa MuTaHMe OCYIeCTBIsETCS Yepes
OpO- MJIM HAa30TacTpa/IbHBIN 30H], KOTOPBIN
mepe]; IOCTAHOBKOI HEOOXOMMO CMa3aTh Ba-
3€JIMHOBBIM MacyIoM [79].

VunrbiBas 0co6eHHOCTY HAOMIOIEH S 33 HOBO-
POKIIEHHBIMU IETHMI C TEHOTIEPMATO3aMI, HEOO-
XOJIMIMa MOfIJIePXKKa MaI[MeHTa Vi CEMbM Tal[MeHTa
U TIOCTIe BBITIMCKU U3 poayibHOro fjoma. Cembe
TSDKEJIO @Al TYPOBATBCS K IOMAIIHIM YC/IOBYAM,
Y4YUTBIBasi HEOOXOAMMOCTD B €Ke[JHEBHBIX IIepe-
BA3KaX M1 MHOTOKPaTHOE HaHeCeHNe YBIa)KH -
IOLIVIX CPEJICTB B TedeHue JHs1. JIomomHNTeNbHOTO
BHVIMaHM 3aC/Ty)XBaeT OpraHnu3als KoMpopT-
HOT'0 MMKPOK/IMIMATa JOMa, KOTOPbIil HAIPAMYIO
B/IUAET Ha cOCTOsAHMe Kok [80]. B Takue cmyyasx
B IIepBble JHI IIOC/Ie BBIIVICKY U3 JIE4eOHOr0 y4-
PeXAeHNA HeOOXOMMO OCYIIeCTBUTD IIePBbII
MTaTpOHa KHbBIV BUSUT MEAVILIVIHCKOM CECTPhI VI
[lepMaToJIOoTa /15 HOMOIIM POJUTENSIM B OpTaHU-
3a1uy KOM(OPTHBIX YCITOBMIA /11 HOBOPOXK/IEH-
HOTO0, 00y4eHMI0 TOHKOCTSAM IIepeBA3KY 1 HOf-
60py CpeAcTB 1A yxona 3a koxel [81].

MCHI/IKO-I‘CHCTI/I‘ICCKOC KOHCY/IbTUPOBAHUE

Menuko-reHeTn4ecKkoe KOHCYIbTUPOBaHNE He-
06XO/IIMO KXK/JOMY IIAIIVEHTY C TeHEeTUYEeCKIIM
3a00/1eBaHMeM KOXKY U1 Bepu(VKaIMY AUarHosa,

TUIIA HacleqoBaHuA 3ab0/IeBaHMs, HEOOXOMu-
MOCTU U1 00beMa MOJIEKY/IAPHO-TE€HETUIECKOTO
MCCIeIOBaHNA, a 3aTeM €T0 MHTepIpeTalyi.

PucyHok 8.
Mposasnexusa BB npu
poxaeHum (boTo no-
noneyHoro bO «bINA.
NeTn-6a60uKkin»)
Figure 8.

Clinical manifestations
of CEB in a newborn
(photo of the ward of
the Charitable Foun-
dation «BELA. Butterfly
Children»)

PucyHok 9.
MpoABneHunsa Bpox-
LIEHHOTO MXTKo3a (Kon-
NOAUIAHBIV NoA) npu
poxaeHum (boTo no-
noneyHoro bO «bINA.
NeTn-6a60uKkin»)
Figure 9.
Manifestations of
congenital ichthyosis
(collodion baby) in
anewborn (photo of
the ward of the Charita-
ble Foundation «BELA.
Butterfly Children»)
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KoHcybranys reHeTrKa Tpe6yeTcs IIpy IVIaHUPO-
BaHIY IOCTIENYIOIX OepeMeHHOCTell pOfNTeNA-
MM pebeHKa C TeHOJIePMATO30M ¥ aKTya/lbHa [
CaMVX IAIVIeHTOB IIPY IVTAHUPOBaHUY ceMbl [82].

[TpoBenmenne MONEKYIAPHO-TEHETUYECKOTO
MCCNIENIOBAHNA MIMeeT 3HaYeHMe [ BCeX Malu-
€HTOB C T€HO/IEPMaTO3aMM He TOIbKO /1A IOJ-
TBEPXKIeHNUA AMarHo3a, HO U J/iA MONTy4eHU s
ITaTOT€HETUYECKOI TapreTHOI Tepanuy B Iep-

criextuBe [83, 84]. Tak, mpemapar a1 n1edeHus
mMcTpoduIecKoro Oy/Ie3HOr0 ANNUAEPMOIN3a
[85] B 2023 ropy 6b11 ono6pen B CIIIA, B Hauase
2024 ropa y1aHMpPyeTCsA perucTpaLys Ipernapara
B EBporne. Kpome aToro, npoBopATcsa KaMHMUYe-
CKIe MCCIelOBaHMs I€HHO-TepaleBTUYeCKIX
MpenaparoB [yisl Ie9eHNs TsDKeNbIX popm nx-
tno3a (cuuzppoma HetepToHa 1 1aMenysipHOTO
nxrtrosa) [86].

dusmyeckasd U ICUXOIOTNYecKas pea6I/UII/ITaI_U/IH

Oprauusanus peabMINTaIMOHHO! TPOrPaMMBI
JI/IS1 IAIVIEHTOB C TEHOMEPMATO3aMI SIBIISETCS
HEIIPOCTOIT 3aiadeil ¥ HY)KAaeTCsl B MHAVBUY-
QIbHOM IIOfIXOfI€ U TIIATeIbHOM IOI00pe MeTO-
IOB peabumInTalum st KOKI0ro manueHTa [87].
3HAYNTENBHO OTPAHMIMBAIOT UCIIOTb30OBAHME
¢dusnobanpHeoTEpaANIMy TaKye OCTIOKHEHMS 3a00-
JIeBaHIsT, KaK ITATOJIOTS CO CTOPOHBI BHY TPEHHIX
OpraHoOB C BBIPA)KEHHBIM HApYLIEHNEM UX (QyHK-
L[VI1T, BBICOKWIT PUCK Pa3BUTHUSA 37I0KAYECTBEHHBIX
HOBOOOpPa30BaHMIl, HYTPUTUBHAS HEOCTATOY-
HOCTb, IPUCOENMHEHNE GaKTEPUATBHOI MHPEK-
uuu, obImee TsKEI0e COCTOSHIE TTAlleHTa, CO-
TPOBOXK/IAIOIIeeCs MHTOKCHKaiueit. OrpaHndeHne
METOJIOB AIIAPATHOI (V3MOTEPAIINI, JOITYCTH-
MBIX K IIPUMEHEHNIO TPV T€HOfIEPMATO3aX, CBA3AHO
C HETIOCPEICTBEHHBIM BO3/IEIICTBIEM Ha KOXKHBIIT
HIOKPOB IIPY [IPOBEEHIN OO/IBIIHCTBA IIPOLIEAYP,
YTO HEBO3MOXKHO Y AHHOI KaTETOPIY IIALVIEHTOB
BCJIE[ICTBYIE BHICOKOTO PUCKA MMOBPEXKIEHMS SITN-
JIepMICa ¥ BOSMOXKHOTO Pa3BUTHSI KOHTAKTHBIX
QJUTEPIMIECKUX PEAKIUIT CO CTOPOHBI KOXKI.

Kak mokasasn ombIT paboThl ¢ MAl[MEHTAMMN
¢ BB n nxTno3om, Han6oee yCIelHoO B JIe4eHUN
VICIIO/Ib3YIOTCSI METOJBI TMIPOOAIbHEOTEPATINIL,
TaK KaK 9T MeTOJIbI SIB/IAIOTCS Hanboree ¢usno-
JIOTMYHBIMM JUISI IETCKOTO OPTAHM3MA, & TAKXKe
busMoTepanyis MOIAPN30BAHHBIM CBETOM. BaHHbBI
C IPOXJ/Ia/JHOVI VIIM CTIETKA TETJION BOJOM ABJIAITCSA
He TOJIbKO JIe4eOHOIT IIPOLIeAypoit, HO 1 00s13a-
TeJIbHBIM 57IEMEHTOM YXOJIa 33 IIOPAXKEHHOM KOXKEIA.
ITpu BBIpakKeHHOIT CYXOCTH KOXI, HAJINYNI KOPOK
VI LIEIYLIEHNS B BOAY JOOABIISIOTCS 9MOIEHTBI,
BO3MO>XHO OCYIL[eCTBJICHIE JIETKOTO MMUJIMHTa
CIIeVaTM3MPOBAHHBIMY I'yOKaMu [/Is1 3aBeplile-
HUs1 PU3MOIOrNIecKoro mporiecca leCKBamMalium
smmpepmuca. [Ijist moBbiteHus 9hHEeKTUBHOCTI
TUAPOTEPAIINN 32 CUET MPUCOEMNHEHVS XYM~
YeCKOro KOMIIOHEHTA K MIPECHOIT BOJIE, PEKOMEH-

TOBaHO J0OAB/IEHIIE PA3/IMTIHBIX JIEKAPCTBEHHBIX
M APOMATIYECKIX BENIECTB, YTO OKA3bIBAET IOTION-
HITE/IbHOE BO3/IENICTBIE Ha KOKY U OOOHSTEIbHBIE
peLenTopsl 3a c4eT 9(UPHBIX MACE U APYIUX
KOMIIOHEHTOB JIEKAPCTBEHHBIX PACTEHUI, TIPU
YC/IOBUM OTCYTCTBUS Q/UIEPTUYECKUX PeaKIINil.
Peanmsariyst KOMIUIEKCHOTO MTOfIXO/[a B BOCCTAHO-
BUTEIbHOM JIEYEHNY TTAIIVIEHTOB C TEHOJIEPMATO3a-
M CIIOCOOCTBYET aKTUBI3LVI KOMIIEHCATOPHOTO
[IOTEHIMa/Ia OPraHM3Ma U YIyUILIEHNIO Ka9eCTBa
SKU3HM TMAllMeHTa U ero 6mmskux [88-90].

BHe 3aBUCUMOCTI OT (POPMBI I TSXKECTU Te-
JeHus1 3a60/IeBaHN, Y [IALMEHTOB C TeHOAepMa-
TO3aMM U3MEHSETCS IPUBBIYHBIN 00pa3 KU3HIL,
OCJIOXXHSIOTCS B3aMOOTHOIIEHNUS C BHEIITHUM
MIPOM, UTO HETATUBHO CKA3bIBAETCSI Ha TIPOIIECCe
MICUXTYECKOTO pasBuTHs. 3abomeBaHie Mo Mepe
pocTa u pasBuTHs pebeHKa CTAHOBUTCA TIPU-
YVHOII MOSIB/IEHVSI CJIO>KHOI CTPYKTYPBI IICHXO-
JIOTMYECKIX HAPYIIEeHNIT, BIVSIOMMX Ha paboTy
[[EHTPAJIbHON HEPBHOIT cucTeMbl. OCHOBHBIE
IICHIXO/IOTMYIECKYIe HAPYIIeHNsI BKIIOYAIOT B ce0st
HETAaTUBHOE BOCIIPUATIE CeOSI M CBOETO TeIa, CHY-
JKeHIe CAMOOLIEHKH, CHIDKEHIE VI OTCYTCTBIE
MOTMBAL[V, [T03HABATE/IBHOI AKTYBHOCT, B KyIIe
¢ hokycoM Ha IIpo6IeMax 3[0pOBbA B yliep6 HOP-
MaJIbHBIM BO3PACTHBIM MHTEPECaM U yBJIeYeH -
SIM, @ TAKXKe TIECCUMUCTUYECKIE TIPECTABIEHNS
o0 6ynyiem. BospiunmMu mpobemMamit sSIBISIOTCS
HM3Kas! COLMA/IbHAsI KOMIIETEHTHOCTb, CY)KEHIe
KPYro3opa 1 MOTUBOB €SI TeNIbHOCTI, YTO BHI3BAHO
OTCYTCTBUEM COLMA/IbHBIX YC/IOBUI CPEMIbI, COOT-
BETCTBYIOLIVX IICHXO/IOTMYECKIM IIOTPeOHOCTAM
pebenka. Hepenko popHblie 601bHOTO pebeHKa
IeMOHCTPYPYIOT HEBEPHBIE POAUTEIbCKIE YCTa-
HOBKJ, TEM CaMBIM yCYTYO/ISIS TSDKECTD TICUXOTIO-
TUYECKOTO COCTOsIHYS peberka. [Icmxomormyeckast
TOJIfIePXKKa He0OXOIMMa KaK CaMIM TTaI[eHTaM
C reHOJIepMaTo3aMu, TaK U UX popgurersim [91, 92].
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ITannuaTuBHas MEINNNMHCKAA ITIOMOIIIb

[Mauuentsr ¢ BBD n ¢ TspxensiMu dopmamnu
MXTHO3a OTBEYAIOT BCEM KPUTEPUAM HYXKJa-
eMOCTM B MajIMaTUBHON MEIUIIMHCKON TO-
Moru. TsoKenslll XpOHUYECKUI XapaKTep UX
TIO/IMOPTAaHHO MAaTOJIOTUM ¥ OTCYTCTBUE ITUO-
NIaTOr€HeTNYECKOTO JIeYeHNsI OIPee/IsAoT A
HUX Na//IMAaTUBHYI0 MEAUIMHCKYIO TOMOIILb,
KaK «KOMIIJIEKC MEepOIIPUATUIL, BKIIOYAOLIINX
MeIVLVHCKIEe BMeIIaTe/IbCTBA, MepOIPUATIU
TICHXOJIOTMYECKOTO XapaKTepa 1 yXO, OCYIeCT-
BJIsIeMbI€ B II€/IAX YIy4lIeHNA KayecTBa )KU3HU
HeusednMo OONbHBIX TPAXK/IaH U HAIPaBJIeH-
Hble Ha o0yterdeHue 60y, JPYrix TSOKEJBIX IIPO-
siBlieHUit 3aboneBanusi» (ct. 36 PegepanbHOro
3akoHa Ne 323 «O6 0CcHOBaxX OXpaHBI 3[T0POBbs
rpaxpaH B PO»). Ilepcuctupyromas 60mb u 3yg,
He3a)XVBaIolIVe PaHbl ¥ yYaCTKM TUIIEPKePaTO3a

3akaoueHne

BBED u UXT1O03 ABIAIOTCA TAXKEAbBIMU 3a06071e-
BaHMAMM U3 TPYNIbI T€HOJEPMATO30B, OT/IN-
JalTCs 60JbIION BapnabenbHOCTbIO KIMHN-
YeCKUX MPOSIBIEHNIT U OOBIINM CIIEKTPOM
BHEKO>KHBIX OCIOXXHeHul. CBoeBpeMeHHast
IOVAarHOCTMKA 3a00/IeBaHNsI KpaliHe BaXKHa 151
nanueHToB ¢ BBO n uxTmosom, Tak Kak cuM-
IITOMATUYECKOE JIeYeH e JaHHbIX 3a00/1eBaHU T
HeOoOXO/IMMO HaYMHATh KaK MOXXHO paHbIIIe.
[Tpodnnaktryeckoe HabMOeHNE U JIEYEHIIE

Opnosa Onbra CepreeBHa, Bpau-1epMaToBEHEPOSION; MIAALLINIA
HaYYHBI COTPYAHVK NabopaTopuy NaTonoruv KoXm y aeTel;
KOHCynbTaHT bnarotBoprtenbHoOro GoHAa

Kotanesckas lOnua lOpbeBHa, kaHAMAAT MeAMLMHCKIX HayK,
3aBe/lyloLian KOHCYbTaTUBHBIM OTAENEHNEM, BPaU-TeHETHK;
HayYHbI COTPYAHVK NabopaTopi HACNeACTBEHHOW NaTonoruy;
JkcnepT bnarotBopuTenbHOro GoHAa

MapbiueBa Hatanua MuxaiinoBHa, Bpay AepMaToBeHepOsior;
KOHCynbTaHT bnarotBopuTensHoro GpoHaa

[po3poBckana [apba AHOpeeBHa, KaHAMAAT MeAULMHCKMX
HayK, BPau-OHKOJIOT, KOHCYNbTaHT bnaroTBopuTensbHoro doHaa
3unHoBbeB [peropuin Bnagmmmposny, KaHanaaT MeanuUnMHCKIX
HayK, 3aBeflylOLNI OTAENEHNEM ONyXONel KOCTEN, MAMKMX TKa-
HeW 11 KOXW, BPau-OHKOSOT, KOHCY/bTaHT bnarotBoputensHoro
boHpa

KocapeBa Mapusa AnekcaHapoBHa, 3aBeflylolas NpremMHbIm
oTaeneHnem; Bpay-neanaTp, HEOHaToNOr, KOHCY/bTaHT bnaro-
TBOPMTENBHOMO GOHAA

co crienudnIecKnuM 3aIaxoM, KeCTKue JIBUra-
Te/IbHbIe OTPAHNMYEHMsI, BBICOKUI OHKOIOTHYe-
CKUI PUCK, COLMaIbHAasI N3OSV M CTUTMATH-
3anyisi IIPU COXPaHHOM MHTENJIEKTE — TUIINYHbIE
npobnemsr feteit ¢ BBD u uxtnose [93]. IIpu
9TOM CTOUT OTMETUTD, YTO yIIpaBjIeHye OOJIbI0
Y 3Y[IOM ABJIAIOTCS Haubolee aKTyaIbHBIMY IIPO-
67emami, KaK [is MAl[MeHTOB C TeHOflepMaTo3a-
MM, TaK U [JJIsI MESVIIMHCKIX CIIENNaancToB [94].

[MannuaTuBHASA MEIUIIMHCKAsI IIOMOIID JaH-
HOJI KaTeropuy MaIMieHTOB HAa4MHAETCs C MO-
MeHTa MOCTAHOBKY JJMAarHO3a M MPOJO/KAETCS
B TeUYeHNe BCeil )KM3HY U IO/DKHA OBITh HAaIIPaB-
JIeHa Ha yMeHbIIIeHe CTPajlaHuil PV OfTHOBpe-
MEHHOM y/Iy4lleHuy $pu3N4eckoro ¥ Mopaib-
HOT'O COCTOSHM MaljeHTa U 00IIero KayecTsa
KusHu [95].

MaIMeHTOB C TeHOJepMaTO3aMI ABJIAETC KOM-
IJIEKCHON TIPO6IEMOIT 1 /IS ee pelieHust Tpe-
OyeTcs IpUBIeYeHe MY/IbTUAVICIUIIINHAPHON
KOMaH/Ibl CIIELIaNUCTOB, B KOTOPYIO JJOI>KHBI
BXOJJUTD epMaToJIOr, IeaTp/TepameBT, TeHe-
TUK, TaCTPO3HTEPOJIOL, XUPYPT, 0PTaIbMOJIOT,
OTOPUHOJIAPMHTOJIOT, OHKOJIOT, CTOMATOJIOT, Op-
TOIlef], peabUINTOJION, IICUXOJIOT, Bpay IIajIIna-
TUBHOM MeJIMIIIHCKO MOMOIIM U KBaaubuim-
pOBaHHas MeJUIIMHCKAs CecTpa.
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