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doTonepmatosdbl — 3TO reTeporeHHas rpynna 3aboseBaHui, BO3HUKaKLWMX B pe3y/ibTaTte aHOMasbHON runepyyBCTBUTE Tb-
HOCTU KOXM K COJIHEYHOMY CBETY, BblpaKatoLLeicsi 10KalbHbIMU WU FreHepaan30BaHHbIMU BbicbinaHusamu. CrneunpuyecKas
YyBCTBUTE/IbHOCTb AETCKOM KOXW K YAbTpapuoaeTy 4acTo IBSETCA NepBbIM MPOSIBAEHUEM WU KIMHUYECKUM CUMITOMOM
dorogepmatosa. HapylueHne cBeTOYyBCTBUTE/IbHOCTU MOXET ObiTh MpeAcTaBAeHO pa3Ho06pa3HOM rpynnon nepBrUYHbIX
nanMonaTM4eCcKnx COCTOSIHUA MU HOTOONoCpeNoBaHHbIM 060CTPEHMEM CylLecTByloLero gepmartosa. LLUIMpoKo 13BecTHO
TaKkKe 0 psige reHo4epmaTo30B, METab0IMYECKMX HapyLIEHNSX U 3a060/1eBaHUAX COEAMHUTETIbHON TKaHW, KOTopble MOryT
MPOSIBASAITECS CBETOYYBCTBUTE/IbHOCTBIO, KaK NMpaBn/io, B JOMNOTHEHME K APYTMM BHEKOXHbLIM KIMHUYECKMM U 1a60pPaToOPHbLIM
npu3Hakam. CBoeBpeMeHHas AnarHoctmka GoTo4yBCTBUTEIbHOCTU B ETCKOM BO3pacTe 03BOJSIET CBECTU K MUHUMYMY
J0JITOCPOYHbIE OC/IOXKHEHUS, CBA3aHHbIE C HEAOCTAaTOYHOM HOTO3aLUUTOM.
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BBEJAEHME 60n11M3Ma Kanbuma n GopMmMpoBaHNSA 3CTETUYHOIO BMAA 340-
dU3MONOrMYECKOE W MNATONONMYeCcCKoe BUAHME COSl- poBOM KOXMW. POTOHYBCTBUTENLHOCTb MOMHO OMNpeaenvTb
HEYHOro M3/y4eHMS Ha KOXHbIM MOKPOB XOPOLLO M3Yy4EHO KaK NaToNOTrMYEeCKyl0 peaKLMI0 KOXKU Ha yibTpaduoneTt mm
[1]. OdosunpoBaHHOe ynbTpaduonetoBoe 061y4eHUe Heob- BMAUMOE CONHeYHoe nanyyeHune. OHa ABnseTcs pesdynsratoM
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Photodermatoses in Childhood

Photodermatoses is a heterogeneous group of diseases resulting from abnormal skin hypersensitivity to sunlight and presented
as local or generalized rashes. Specific sensitivity of children’s skin to ultraviolet is often the first sign or clinical symptom of pho-
todermatosis. Abnormal photosensitivity can be represented by diverse group of primary idiopathic conditions or photo-mediated
aggravation of existing dermatosis. Number of genetic genodermatoses, metabolic disorders and connective tissue diseases is
also widely known. These conditions can manifest with photosensitivity associated to other extracutaneous clinical and laboratory
features. Timely diagnosis of photosensitivity in childhood allows to minimize long-term complications associated with insufficient
photoprotection.
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OTAENbHbIX KOMMOHEHTOB 3/IEKTPOMarHUTHOrO CNeKTpa con-
HEeYHOro ceeTa M XpoModOpPOB B KOXKEe YesloBeKa, B Yucne
KOTOPbIX a30TUCTble OCHOBaHWS HykneotuaoB AHK, 6enku,
NMNUAbI, MeNaHWH, NopdUPUHBbI MU YypOKaHMHOBas KucnoTa.
Moa AencTBMEM COMHEYHOro M3yd4eHus 06pasyloTcs CBO-
604Hble paguKanbl, KOTOpble B3anMOLENCTBYIOT ¢ 6enKamMu
opraHuM3ma, B pesy/nbTate 4ero BO3HMKAT COedUHEeHUS,
o6najatolne aHTUreHHbIMWM CBOMCTBaMM W Bbi3blBatoLWne
annepruyeckue peakuuun aamegneHHoro tuna [2].

KnuHnyeckne nposiBneHns dotogepmaTosa valwe BO3-
HWKaIOT Nocne BO34ENCTBUSA CONHEYHOrO CBETA U B PEAKMX
cnyyasix MoryT 6biTb Bbi3BaHbl MICTOHHUKOM MCKYCCTBEHHOIO
ocBelleHus [3]. Kak n y B3pocibixX, NOBblleHHas GoToYyB-
CTBUTENbHOCTb Yy AETEN xapaKTepHa Ans MHorux 3abone-
BaHWN. doToAepMaTo3bl 3a4acTylo ABASAIOTCA pe3ynbTaTom
reHeTUYECKMX MU MeTaboNMYECKMX HapyLIeHU TM60 MOryT
yKasblBaTb Ha cCUCTEMHOe 3aboneBaHue. [pu nosasaeHun
y pebeHKa peakuun Ha KOxe B BUAE 3pUTEMbI, OTEKa UIn
WMHTEHCMBHOIO 3yAa Nocfie orpaHUyeHHoro npebbiBaHns Ha
COJHLE MO0 UBMEHEHWUN KOXKM C NPU3HAKaMu ee XpYnKocTh
nnu dopMUpoBaHnK o4aroB pybLoOBOM aTpoduM Ha ydacT-
Kax, NMOABEPKEHHbIX BO3LENCTBUIO COMHUA (1MU0, Wwes,
npeanaeybs U TblbHas MOBEPXHOCTb KUCTEN), HEOOXOANMO
3anofo3putb 3aboneBaHue, OTHocsweecs rpynne ¢oTo-
nepmatosos [4].

o AaHHbIM KPYMHOro 3nNuAEMUONOrMYECKOro UCCNeno-
BaHWS HapylweHWn GOTOHYBCTBUTENLHOCTU Y AEeTen, Ae6loT
doToaepmMaTo30B y 4YeTBEepPTM MauMeHToB HabnogaeTcs
B Bo3pacTte < 15 net [5]. o gaHHbIM |. Horkay u coaBrT.,
Hanbonee 4acTblM MPOSIBNEHWEM ABASETCA NOAMMOPPHas
cBeToBas ChbiMb [6].

HapyweHuns ¢poTo4yBCTBUTENBHOCTHU Y AETEN MOXKHO MOA-
pasgennTb Ha 5 OCHOBHbIX rpynn (Ha ocHoBe MOANDULIMPO-
BaHHOM Knaccudukaumm H.W. Lim u J. Hawk, 2007 [7]).

1. UIMMYHOSIOrMYeCKKM onocpeaoBaHHble (ayTOUMMYHHbIE)
doToaepmaTosbl:
nonumopdHas CBETOBas ChliMb;

IOBEHW/bHAsA BECEHHSS ChiMb;

aKTUHWYECKOE MpPYpHUro;

cBeToBast ocna baseHa (hydroa vacciniforme);
CO/MIHEeYHas KpanueBHuLa;

XPOHUYECKMM aKTUHUYECKUIM DOTOYYBCTBUTENbHbLIM AEp-
MaTuT.

2. ®oTogepmaTtosbl, BbI3BaHHbIE IEKapCTBEHHbIMU Mpe-
napatamu Uan XMMUYECKMMU BELLECTBAMM:

e (doTOCEHCMOUAN3UPYIOLLME NEeKapCTBEHHbIE Npenaparbl;
e  (DOTOTOKCHYHbIE XMMUYECKME BeLLecTBa.

3. doToarrpaBnpoBaHHbIe 4epMaTo3bl:

aTONUYeCcKu gepmatwr;

6o0ne3Hb Japbe—YanTa;

KpacHasl BON4YaHKa U HeoHaTanbHas BOMYaHKa;
IOBEHWNbHbIA AEPMATOMMWO3MUT;

nennarpa;

ncopwmas.

4. MeTtabonuyeckme poToaepmaTosbl:

NO3AHASA KOXKHasa nopbupus;

3pUTPONO3TUYECKas npoTonopdupus;

ocTpas ne4yeHovHas noppupus;

3apuTponoaTnyecKas nopdbupus (6onesHo loHTepa).

5. leHeTM4eckune dpoTogepmaTosbl:

NMUrMEHTHas KCepoaepMus;

cvHapoMm KokeiHa;

TPUXOTUOANCTPODUS;

cuHapom bnyma;

cuHapom PotmyHaa—ToOMCOHa;

cuHapom Cmuta—Slemnn—-0nuua;

6051€3Hb XapTHyna.

AYTOUMMYHHBIE ®OTOAEPMATO3bI

Monmmop¢gHas cBeToBasi CbiNb SBASETCA Haubonee
pacrnpocTpaHeHHON GOpPMOV HapyleHUs GOTo4YBCTBUTENb-
HOCTH, XapaKTepu3yeTcs NepPUOANYECKUM BO3HWKHOBEHM-
€M BbICbiMaHW B BWAE HEPYOLYIOLWIMXCA 3PUTEMATO3HbIX
nanysn, Ny3blpbKOB MK GASILLEK B TEHEHWE HECKOIbKUX YacoB
WM OHEN nocne BO3[AENCTBUS COMIHEYHOrO CBETA Ha KOXY
nauueHTa [8]. BbicbinaHUs, KaK NpaBuo, IOKaNMU3yloTCs Ha
OTKPbITbIX A1 CO/IHEYHOIO CBETA y4YacTKax KOXW U MOryT
HaMoOMWHaTb YKYCbl HACEKOMbIX, KParNMUBHWLLYY, PEXE — Kap-
TUHY MHOroGOpPMHOW 3KCCyAaTMBHOM 3aputeMbl. BmecTe
C BbICbINMAHWAMM Y NALMEHTOB BO3HUKAET M3HYPSIOWNIA 3ya,
KOTOpPbIV YCUIMBAETCS MO MEpPe pacnpoCcTpaHeHUs BbiCbina-
HUA WM NPU NOSBMEHUMU OLLYLIEHUS HKEHUSA. KnuHuyYecKkue
nposiBeHnsa anatcs okono Hepenu [8]. Mpu rucrtonoruye-
CKOM WccneaoBaHuM GuonTata KOXWM B Mepuoa NosiBNEeHUs
BbICbIMaHW HabGNJaeTcs NepuBacKynspHas KaeToyHas
MHOUNBTPALIMA C NPEUMYLLECTBEHHBLIM Npeo6nagaHuemM M-
dountoB [9]. Ana AMArHOCTMKM MNOAMMOPGHOM CBETOBOM
CbiNMX MPOBOAWTCS MPOBOKALMOHHAA npo6a C JoKabHbIM
BO3[ENCTBMEM Ha KOy y3KononocHbix (UVB) n/unn wupo-
KonosiocHbIx (UVA) namn ynbTpadroneTtoBOro M3nyyveHus.
bonee yem y 50% nauveHTOB OTMe4YaeTcs MNOSB/IEHME Ha
KOXEe 3pUTEMATO3HbIX Nanyn yxe 4yepe3 3 cyT nocne npo-
Be[lIEHUS MPOBOKALMOHHOM Npo6bl, @ NpY OJHOBPEMEHHOM
ncrnonb3osaHum UVB 1 UVA nonoxutenbHbIn pe3ynbraT Tecta
Habnoaaetcs B 80% cnyyaes [10]. CumnToMbl 3a6oneBaHus
60see BblpaXKeHbl B Ha4ase NETHEro Nep1oa U MeHee Bblpa-
YeHbl Mpu JanbHenLWeM BO3AENCTBMUM COTHEYHbIX nyden [11].

lOBeHU/IbHasi BECEHHSAI1 CbiMb CYUTAETCS NOKaan30-
BaHHbIM BapuvaHTOM MOJIMMOP(HON CBETOBOM CbIMMU, KOTO-
pbIM Yalle cTpajaloT ManbyuMKuM B Bo3pacte oT 5 go 12
NIET, 0COGEHHO MPWM HaMMYMKM Y HUX KOPOTKOM CTPUIKKM
[12]. KnuHWYecKn NposBASETCHA NOParKEHMEM KOXHK B 061a-
CTW 3aBMWTKOB YylIEW B BMAE 3PUTEMATO3HbIX Manyn, KoTo-
pble MOryT TpaHchOpMMpoBaTbCH B My3bIPbKM WM KOPOY-
KW. 3a)XMBNEHWE BbICbIMAHWUIA MHOrAa COMPOBOXAAETCSH
MWHUMaNbHbIMKU (3CTETUYECKM NpUeEMNEMbIMU) pybLaMM.
MMcTonornyeckas KapTMHa XapaKTepu3yeTcs anontoTuye-
CKUMMW KIETKAMW M NIETKUM WM YMEPEHHbIM CMOHIMO30M
B 3Nuaepmuce, BHYTPUINUAepmasbHbiMKU KU cy6anuaep-
MasnbHbIMW My3blpbKaMu 1 epMabHbIMU MOHOHYK/IEaPHbI-
MW KNETOYHbIMWU MHPUNbTpaTamm [13].

AKTHHHYecKoe npypuro — 370 peakas dopma ayTo-
MMMYHHOro ¢doToaepmaTo3a, KoTopas XapaKTepuayetcs
NoparKEHNEM YHaCTKOB KOMM, NOABEPKEHHbIX BO3AENCTBUIO
COJTHEYHOrO cBeTa (Mo, Wesa 1 npeanneybs) [14]. OnucaHsbl
cny4yan aKTMHMYECKOrO MPYpPUro C MOpayKeHWem AroavyHom
obnactn [14]. AKTMHMYECKoe NpPypuro 06bIMHO BO3HWKaET
BECHOW W MPOSIBNSIETCS CMMMETPUYHBLIMKU ManynoHoAyNsp-
HbIMW 3/IEMEHTAMM Ha KOXe, Cy6bEKTUBHO COMPOBOMXAA-
UMMUCA WMHTEHCUMBHbLIM 3yaoM. [puW3HaKKM GONe3HW MoryT
COXPaHATbCSA A0 KOHLA 3UMMHero nepuoga [15]. Y HekoTo-
pbiX NaUMeHTOB HaboAalTCs BTOPMYHAA 3K3eMaTu3aums
1 nuxeHnduKkauma [15]. MHoraga moxeTt HabnwoaaTtbes nopa-
EeHWEe HUXKHeN rybbl B BUAe OTeKa, wenyweHus, Gopmupo-
BaHWS TPELUMH, TMNEPNUTMEHTALMN U N3bA3BIEHUS KPACHOM
Kanmbl. B Tsenbix cnydasax Moryt GopMmnpoBaTbCs CcCauHbl,
XEWNUT, KOHbIOHKTUBUT, pybubl M nceBgontepuruym [16].
AKTMHMYECKOE MPYpPUro 4alle PerucTpupyetcs y AeBOYEK
B Bo3pacte 10-12 neT, HO MOMET BO3HUKATb B 0GOM
BO3pacTe He3aBUCMMO OT MOMOBOWM MpUHaANEXHocTH [17].
Hanbonee 4actbiMm natomMopdONoOrMyecKUM MNpU3HaAKOM
AKTUHWYECKOro MPYpUro SIBASIETCS Hanauyue B anuaepmuce
aKaHTOo3a, NapakepaTo3a W CNoHrMosa. B nepme, Kak npasu-
o, HabnwgaetTca NMMbOLUTAPHbIM MOBEPXHOCTHbIV U NEpU-
BaCKYNSAPHbIM KNETOYHbIM MHUNbTpaT [18]. TunupoBaHue
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reHoB rMCTOCOBMECTUMOCTM 4enoBeka HLA-DRB1*0407
no3BONSET NOATBEPANUTL AnarHo3 [19].

XpOHHUYECKNIH aKTUMHUYECKHH (POTOYYBCTBUTENIbHbIN
AepMaTtUT — 37O WMMMYHONIOTMYECKM OMOCPEAOBAHHbIN
doToaepmMaTtos, xapaKTepu3ylLwWnics 3IyasawmMMn IK3ema-
TO3HbIMU W JIMXEHOWAHBIMKW BNSLKAMM, PacnoNOoXeHHbIMU
NPeMMyLLECTBEHHO Ha y4yacTKax, NOABEPKEHHbIX BO3Aewn-
CTBMIO CONTHEYHOTO n3ny4deHus [20]. Halye nopaykaet My>KYnH
B Bo3pacTe ctapwe 50 neT u npakTMYecKn He BCTpevaeTcs
cpean peten. Cyutaetcsl, 4TO XPOHUYECKUN aKTUHUYECKUM
$OTOYYBCTBUTENbHbIV AepMaTUT BO3HMKAET B peaynbraTte
BTOPUYHOM POTOCEHCHOUNNIALMN K IHLOTEHHOMY aHTUreHy
B Koxe [20]. MNpu Taxenom TedyeHun mMoxKeT Habnoaatbest
nceBAOIMMPOMATOSHbIV aKTUHUYECKUI PETUKYION] Ha KOXKe
n6a. NoMnMo 3yasuwmnx n 60Me3HEHHbIX BblCbiNaHWM, 3a60-
NeBaHWe 3a4acTylo PE3UCTEHTHO K NMPOBOAMMbIM METOAaM
TepanuuM u MOXET NPUBECTU NaLMeHTa K counanbHOM M30-
nauMu 1 gesagantauuun [21]. Hanbonee 4acTbiMU FMCTOSO-
rMYECKMMU NPU3HaAKaMK SBASIOTCA CMOHMMO3 B anujepmuce
M NepuBacKynsapHbii AMMAOOrMCTUOLUTAPHBIN MHOUABTPAT
B Aepme [22]. MpK HanM4ymMm anMaepmMoTponmMama U atmnuy-
HbIX TMMPOLNTOB Heobxoanma auddepeHunanoHas agmarHo-
CTUKa ¢ T-KNeTo4HOM TIMMPOMON KOXK. JuddepeHunanbHyto
[AMAarHoCTUKY cnefyeT NPOBOANUTb TaKXe C TOKCUKOAEepMUENH
n 3a60neBaHUAMU COEAUHUTENBHON TKaHMU.

CBetoBass ocna baseHa (hydroa vacciniforme) —
3TO0 KpawHe peakuin ¢oToaepmMaTtos, XapaKTepu3ylowuincs
pPeunanBUPYIOLLMMHU  BE3WKYyNoNanyne3HbiMK BbICbIMaHu-
aMn ¢ dopmupoBaHMeM BapuonnMdopMHbix pybuoB [23].
3aboneBaHne y 6GOMbLIMHCTBA MaAUMEHTOB, KaK MpaBuio,
eXXeroaHo peunamBupyeT B NeTHU nepuopa [23]. BbicbinaHus
06bI4HO NTIOKANU3YIOTCH Ha KOXKe nuua (puc. 1), rpyav n Bepx-
HWX KOHEYHOCTEWN, perke MnopakaeTcs KpacHas Kanma ryo.

Puc. 1. [leBouKa, 2 roga, ¢ AMarHo3om «cBeToBas ocna baseHar.
Ha nuue B 0651aCTH LIEK Ha 3pUTEMATO3HOM POHE IOKANM30BaHbI
noAcbixatoLiMe 3p03nu, MerLME Ha NOBEPXHOCTU KOPOYKMU,

1 BapnonndopMHble pyoLibl

McTouHuK: MypawkuH H.H. n coasrt., 2018.

Fig. 1. Girl, 2 years old, diagnosed with hydroa vacciniforme (Bazin).
There are dry erosions with crusts on the surface and varioliform
scars with erythematous on the cheeks

Source: Murashkin N.N. et al., 2018.

CseToBas ocna baseHa MOXeET COMpPOBOXAATbCS KepaTo-
KOHBIOHKTUBUTOM WK YBEUTOM. 3y U JIEFKOE HKEHUE MOTYT
BO3HMKHYTb 33 HECKO/IbKO 4YacoB [0 MOSIBNEHWUS MNepBblX
nopaxeHu Koxu [1]. CBeToBas ocna baseHa, Kak npaBuno,
BO3HMKaET B AETCKOM BO3pacTe U UMEeeT TEHAEHLMIO K camo-
NPOM3BOIbHOMY pa3pelleHnio B MOAPOCTKOBOM nepuoge
[24]. HeckonbKo Yallle AepmaTo3 ONMUCbIBAETC Y Maslb4UKOB
[24]. 3TMonorus 1 natoreHes3 3Toro 3ab6oneBaHns 4o CUx Nop
HEW3BECTHbl, OJHAKO HEKOTOpble aBTOPbl OMWUCLIBAIOT €ro
CBSI3b C NlaTEHTHbIM TeyeHuem MHOEKLMOHHOro npouecca,
BbI3BAaHHOIo BUpycom AnwternHa—bapp [25].

ConHeyHass KpanuBHMUa — 3TO0 peakun IgE-
onocpefoBaHHbIN U XpomModop-3aBUCUMbIM doTOAEPMATO3
[26]. Ha cerogHsllHMI [AeHb TOYHbIM MaTOreHe3 COJIHeY-
HOW KpanuWBHMWLblI He BbliCHEH. Ha ee pgonto npuxogutcs
meHee 0,5% Bcex cnyyaeB KpanuBHULbI U 7% Bcex GoTo-
nepmato30B [27]. TpeTb 60/bHbIX COTHEYHOW KpanuBHULIEN
MMelT B aHaMHe3e Cciydal aTonuyeckoro 3abosieBaHus.
CBfI3b COMIHEYHOW KpanuBHULbI C APYTMMW TUNaAMMK Xpo-
HMYECKOW KpanuBHWUbl Habnwopaetcs y 16% nauueHToB
[28]. Hanbonee 4yacteiMu TpuUrrepamu SIBNSIOTCA YyabTpa-
duronet A v BUAMMBbIN cBET [29]. TUNUYHLIM ABNSIETCS NOSIB-
NleHNe KpanuBHULbl B TeYEHWE HECKONbKMX MUHYT Mnocne
BO3/ENCTBMUSA CONHEYHOrO CBETA. IpUTEMA M OTEYHbIe nany-
Nibl BO3BHMKAIOT Ha y4acTKax, MOABEPKEHHbIX BO3AENCTBMIO
COMIHUA, B TOM YMCJIE€ MOKPbITbIX TOHKOW 6eflon ofexaow.
BbicbiNaHMs CONPOBOXAAOTCA 3YAOM MW HIKEHWEM, KpaWn-
He pedKo MOXeT HabnaaTbCsl aHrMOHEBPOTUYECKUIM OTEK
nepuopoéuTanbHOM 061acTu /UK CIN3UCTbIX 0605104€K. [MpH
LNUTENBHON CONMHEYHOM MHCONALMM BO3MOXKHO MosiBNeHUe
06LLEeN CMMNTOMATUKM (TOLWHOTA, WYMHOE AblXaHWe, OabllKa,
B HEKOTOPbIX Cly4yasx — BO3HWKHOBEHME CUHKOManbHOro
cocTosHUS). Mocne npeKkpaweHns CONHEYHOro BO3AENCTBUS
BbICbINaHWS, KaK NpaBwWIo, PErpeccupyloT B TeyeHue 4vaca
[30]. ConHe4yHast KpanuBHMLA@ Hanbonee YacTo BO3HMKaeT
B Bo3pacTe oT 20 go 40 net, ogHaKo 3aboneBaHne onMcaHo
y NaLMeHTOB BCcex BO3pacToB [26, 27]. Mpn naTomopdonoru-
4YeCKOM WUccneaoBaHMK HabNoaalnTCcs TUNUYHbIE NMPU3HAKK
KpanuBHMLbI, KOTOPbIE BKIOYAIOT OTEK HAOTENNSA U UHPUIIb-
Tpauuio HENTPOPUIOB, MOHOLMTOB 1 303NHODMNOB B Aepme.
[narHo3 ConHeYyHon KpanuBHMLbI noaTBepxaaetcs ¢oTo-
TECTMPOBaAHMEM C ONpeaeeHNeEM CneKTpa AeNCTBUSA U MUHW-
ManbHOM [03bl, Bbl3blBaloWeNn KpanuBHULY. MCTOYHMKM
ceeta (UVA- n UVB-namnbl) pa3mellaloT Ha pacCTosHUMK
10-15 c™m OT TynoBMLL@ NaLMeHTa, U ¢ A03bl, COCTaBASOLWEN
70% OT MMHUManbHOM 3puTEMHON A03bl (M3/), NpoBOAAT KX
BO3/eNCTBME B 06/1aCTb KOXHOIM0 NOKpoBa, CBOGOAHOMO OT
BbICbiNaHui. Mocne NpoM3BOAMUTCS OLEHKA OTBETHOWM peak-
LMW Ha KOXe Yyepes Kawable 10 MMH B TeyeHue 4Yaca. Kak
npaBwuio, YPTUKapHbIe 3N1eMEeHTbl BO3HMKAOT cpady nocne
doToTECTUPOBAHUS WM MUCYE3AT 4epeld HECKObKO MWHYT
nocne npeKkpaweHns obaydeHns. OgHaKo BO MHOMMX Ciayyasx
doToTECTMPOBAHME C UCKYCCTBEHHLIMU MCTOYHMKaMK CBETa
He BbI3blBAET peaKunn CO CTOPOHbI KOXKHOMO MOKPOBa, YTO
CBMAETENbCTBYET O NATOreHETUYECKOM 3HayYeHWn TOMbKO
€eCTecTBEHHOIro cofiHe4YHoro ceeTa [31].

®OTOAEPMATO3bl, BbI3BBAHHBIE

JNIEKAPCTBEHHbLIMU NPENAPATAMU

WK XUMUYECKUMMU BELWLECTBAMM

doTolepMaTo3bl  MOrYT OblTb  Bbi3BaHbl  HapyX-
HbIMM M CUCTEMHbIMU  BOTOCEHCHBUAM3ATOPaAMMU.
MaTohbU3NONOTMYECKM UX MOXKHO Pa3aesnTh Ha [Be rpynbl:
boTOTOKCHYECKHKE U doToannepruieckme. GoOTOTOKCUYECKHE
peaKLMW NPOTEeKaloT C y4acTMemM BUAMMOIO UK yasTpabuo-
N1eTOBOro M3/ly4eHUs U HEmnocpeacTBeHHO GOTOCEHCUBUIN-
3aTOpoB, B pesynsTate 4Yero axKTMBupyloTcs GOTOXMMUYE-



CKMEe NpoLuecchl, 3anycKalolwme KOXHbIM NaTonormyeckui
npouecc [32]. Hanbonee pacnpocTpaHeHHbIMU GOTOCEHCH-
OUAN3UPYIOLLMMK NpenapaTtamun ABASIOTCA aHTUMUKPOOHbIE
NleKapCTBEHHbIE cpeacTBa (rpu3eodynbBUH, LAMNCOH, Cyb-
daHMnamunbl, aHTMGUOTUKM TETPALMKINMHOBOIO U GTOPXMHO-
IOHOBOrO psiga), HecTepouiHble MPOTUBOBOCNANUTENbHbIE
npenapartbl, AUYPETUKM (aMunopug, rmapoxnoptmasug, dypo-
cemua, xnoptvasug). NMpuMeHeHne amMUTPUNTUAAUHA, OeH-
3unnepoKcuaa, U30TPETUHOMHA, XMHWHA TaKKe MoBbliWaeT
YyBCTBUTENBHOCTb K COTHEYHOMY M3My4eHMI0. BbiCbinaHus Ha
KOXKe NOosIBASIOTCA B NepBble Yacbl Nocne BO34ENCTBUSA Yib-
Tpad1oNeTOBOro U3NYy4EHNUS U, KaK NPaBuIo, Ha OTKPbITbIX
y4yacTKax Koxku. PoToannepruyeckne peakuuun BO3HUKaOT
npu cOYETaHHOM BO3AENCTBMU XMMUYECKOT O BELLLECTBA U CBE-
Ta, 4TO BeAeT K 06pa3oBaHUIO aHTUreHa U CeHCMbunnaaumun
yepe3 UMMYHOKOMMETEHTHbIE KNeTKU. doToannepruyeckune
peakuuun HabnogatoTca Yepes 24—-48 Y U XxapaKTepusyoTcs
NOIMMOPPHBLIMU  BbICbIMAHUAMM, KOTOPblE MOTYT pacnpo-
CTPaHATLCA C OTKPbITbIX Y4aCTKOB KOXMW Ha 30HbI, HE MoA-
BEPriinecs coiHevyHomy mnanydeHuto [33].

®OTOAITPABUPOBAHHBLIE AEPMATO3bI

doToarrpaBnpoBaHHble 3ab6oneBaHnsa KO — 370 3a60-
NleBaHuns, NpuM KOTOPbIX ynbTPaduoNeToBOE U3NyYEeHWe He
ABASETCS KNOYEBLIM NaTOreHeTM4ecKnm GaKTopoMm, oLHaKO
OHO MPUBOAMUT K YXYALWEHWUIO TeHeHUs 60NEe3HN Y HEKOTOPbIX
nauveHToB [34]. TaK, NpuM KpacHOW BOSIHAHKE He3aBUCH-
MO OT dopMbl 3aboneBaHus GoToarrpaBauma Habngaetcs
y 60nbWKHCTBaA NauueHToB. PoToceHcMbunnzaumns Habnto-
[JaeTcs TakKe Uy 60MbHbIX C AEPMATOMUO3UTOM, 60NE3HbLIO
Hapbe n nennarpow [35]. Mpu KpacHow BonYaHKke Habnwoaa-
0TCA 9pUTEMATO3HbIE O4arM Ha NEePeHOCHULLE 1 LeKax, KOTo-
pble 06bIYHO He 3aTparMBatoT HOCOryOGHble CKNaaKku (puc. 2)

Puc. 2. lMoapocTtok, 14 neT, ¢ KpacHon Bon4aHKOW. CUMMETPUYHbIE
3pUTEMATO3HblE BbIChINAHUS Ha KOXKe NuLa B 061acTu CKyn,
nepeHocuubl, NnepnopbuTanbHOM 061acTH, a TaKKe Ha Koxe nba

1 nogbopoaKa

McTouHuK: MypawkuH H.H. n coasT., 2019.

Fig. 2. Adolescent, 14 years old, with lupus. Symmetrical
erythematous rashes on the face skin on cheekbones, nose bridge,
periorbital area, as well as on the skin of the forehead and chin
Source: Murashkin N.N. et al., 2019.

Puc. 3. [leBouka, 9 neT, ¢ AepmMaTomno3ntoM. KpacHo-puonetoBble
3pUTEMATO3HbIE BbICbINAHUS Ha BEKaXx («CMMMNTOM JIMIOBbLIX

O4YKOB») ¥ B 06N1ACTH LLEK. BbicbiNaHUsa ¢ YETKUMU rpaHuLLamu,

He BO3BbILIAOWMECS HAJ MOBEPXHOCTbIO KOXKM

UcTouHuK: MypawkuH H.H. n coaBrT., 2019.

Fig. 3. Girl, 9 years old, with dermatomyositis. Red-purple
erythematous rashes on eyelids («purple glasses») and cheeks.
Rashes have distinct boundaries and do not rise above the skin
surface

Source: Murashkin N.N. et al., 2019.

[36]. BosHurKatowasa n ycunuatouasacs Ha poHe COTHEYHOro
n3yd4eHns HecneumdmyecKas NOMKMNogepMus Npu aepma-
TOMMO3UTE XapaKTepu3yeTca TeTpaaon: runepnurmeHTaums,
rMnonurMeHTaumsa, atpodus anuaepmuca U TeNeaHTnaK-
Ta3uu; Habnwogaetca B 06nactv nuua, BeK, pasrubaresb-
HOWM MOBEPXHOCTM JIOKTEBbIX M KOMIEHHbIX CYCTaBOB, MHOrAa
B 06/1aCTV Fpyau v cnuHbl. Mpy gepmaTtomnosunTe, B oTinM4me
OT KpacHOM BOMYaAHKKU, MOWKWIOAEPMUA UMEET 6onee duo-
NeToBbIM OTTEHOK (puc. 3) [37, 38]. bonesHb [dapbe (CHH.:
60ne3Hb [lapbe—YanTta) — reHoaepmaTtos, KOTopbi 06bI4YHO
nposiBASeTcs B TeYeHUe MepBbIX ABYX AECATUNETUIR KU3HU
C NUKoM 3abosieBaeMOCTM B MOAPOCTKOBOM nepuoae [39].
KnuHuyeckne xapakTepuUCTUKM 6Gone3Hu [apbe BKIOYalOT
MHOXECTBEHHbIE KepaTOoTUYEeCKWMe Manynbl, KOTOpble MOTryT
cnuBaTbes B GASLKM U TOKANN3YOTCH B OCHOBHOM Ha ce60-
pevHbIX 30HaX Ty/0BMLLA, Ha KOXe BOSIOCUCTOM YacTW FoN0BbI
n B obnactu néa (puc. 4) [39]. MNennarpa, o6ycnosBfeHHas
KNETOYHbIM AeDULMTOM HUALMHA, XapaKTepPU3YyeTcs AEMEH-
LUMen n aMapeen, a TakKe CUMMETPUYHO TOKaIM30BaHHbIMU
BbICbINMAHWAMM Ha y4acTKax KOXM, MOABEPriIMXCS BO3AEWn-
CTBMIO conHeyHoro ceeTa [40]. Hao6opoTt, npu ncopunase
W aToMNU4YecKMM AepmaTuTe BO3AeNCTBUE YnbTpaduoneTo-
BOIO M3NYYEHWS, KaK NpaBuIo, NPUBOAMT K MONOKMUTENbHOM
AWHAMWKEe M NI1Wb Y He6OoNbLIOro MpPOLEeHTa MNauWeHToB
MOXET Bbl3BaTb 060CTpeHue 3aboneBanHus [41, 42]. Tak,
Hanpumep, nNo gaHHbiM R. Chantorn 1 coaBT., aTONUYECKUIN
AepMaTUT ConpoBOXAaeTCcsd NaTo/IorM4ecKkon GoTo4YBCTBU-
TENbHOCTbIO NMPUMEPHO y 3% nauuneHTos [1].

METABOJ/IMYECKHUE ®OTOAEPMATO3bI

Moppupmun — 370 KIMHUYECKM U FTEHETUYECKM reTepo-
reporeHHas rpynna mMetabonnyeckux 3aboneBaHui, BO3-
HUKaoLWMX BCAeACTBME Hacnegyemon nnbo npuobpeTeHHON
OMCOYHKUMKN (peduunTa aKTUBHOCTU) XOTS Obl OAHOMO M3
8 dbepMeHTOB, yyacTBylOlWMKX B CUHTEe3e rema [43]. B cny-
Yae HapylweHus Lenoyku GopmMmpoBaHns rema o6pasytoT-
€Sl MPOMENKYTOYHbIE COEAMHEHUS — MOPOUPUHBI, KOTOpble
OKa3blBalOT TOKCUYECKNE aPdEKTbl, MPUBOASLLME K KOXKHbIM
N HEBPOJSIOTMYECKUM MopaxeHusam. MopdupuHbl SBASIOTCS
M MOLLHbIMK PpOTOCEHCUBUNM3ATOPaAMMU, OCHOBHOM CMEKTP MX
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Puc. 4. JleBouKa, 14 nert, ¢ 60ne3Hblo Japbe. B o6nactu weun
NOKaNU3YI0TCH MHOXKECTBO MeKUxX nanyn 3—4 mm B AgnameTpe,
pPO30BaTOro LBeTa, CKNOHHbIX K CANAHUIO ¢ 06pa3oBaHreM
rMnepKepaToTUYeCKunx Gnsawex

UcTouHuK: MypauwkuH H.H. n coaBrt., 2016.

Fig. 4. Girl, 14 years old, with Darier’s disease. There are many
small pink papules (3—4 mm in diameter) with tendency to fuse in
hyperkeratotic plaques on the neck.

Source: Murashkin N.N. et al., 2016.

nencTBusa Haxoautes B ananasoHe ot 400 go 405 HM ¢ manbim
ananasoHoM cneKktpa gencteua ot 600 go 650 HM, B CBA3M
C YeM [JOCTYMHble CONMHUEe3allUTHble cpeacTBa HeadhEKTUB-
Hbl [3]. Hanbonee 4yacTto B AETCKOM BO3pacTe BCTpeyaeTcs
3pUTPONO3TUYECKAsd NPOTONoOPdUPKUS, MPU KOTOPOM KIMHUYE-
CKasi KapTvHa MOXET HaboAaTbCs Nocae KPaTKOBPEMEHHO-
ro BO34ENCTBMSA CONHEYHOMO UK yNbTpadHnoneToBOro ceeTa.
CUMNTOMbI 3pUTPONO3TUYECKOM NPOTONOPOUPUM BapbUPyOT
B 3aBMCUMOCTM OT MHTEHCMBHOCTMU W MPOAOSIKUTENBHOCTU
npebblBaHWA Ha COJHLE W XapaKTepuayloTcs rMno- u runep-
nUrMeHTauuen, nanyne3HbiMyM a1eMeHTaMKn 1 odaramm pyo6-
LoBon atpoduu NMHEeNHOW GOopMbl C BOCKOBUAHbIM 6re-
CKOM, pexke — GopMUpOoBaHMEM MNy3blipen Ha KoXe (puc. D)
[44]. BONE3HEHHOCTb KOXM MOMET OblTb HEe4YyBCTBUTEbHA
K aHanbreTMkam, COXpaHsasCb B TeHEHUE HECKONbKMUX YacoB
unn gHen. CMMMOTOMbI MOTYT MOKa3aTbCqd Hecopa3MepHbI-
MU MO OTHOLEHMIO K BUAUMBIM NOBPEXAEHUAM KOXKM. Mpu
FMCTONIONMYECKOM MCCNEeAOBaHMK B anuaepmuce onpeaens-
l0TCS 04aroBbIv rMnepkepaTto3 ¢ GOpMUPOBaAHMEM POrOBbIX
nNpo6OoK B CKNagKax anuaepmMuca ¢ npuiexalimmu ydyacTka-
MU NapakepaTto3a, HepaBHOMEPHOE YTOJILLEHNE 3EPHUCTO-
ro cnosl, HepaBHOMEPHbIA aKaHTO3, o4YaroBasi BaKyo/ibHas
ancTpodus KNeTok 6asanbHoro cnos. B cy6annaepmanbHOM
cnoe Aepmbl 06HapyKMBaeTcs NepuBacKynsapHbi NTMMGOru-
CTUOUMTaPHbIN MHPUNbTPaT [45].

FTEHETUMECKHUE ®OTOAEPMATO3bI

MnurmeHTHas Kcepojgepma — ayTOCOMHO-peLeccuB-
Hoe 3aboneBaHue, XapaKTepuayllleecs BbipaxXeHHON
$OTOYYBCTBUTENBHOCTBIO, MOPaXKEHUEM OPraHOB 3pPEeHUs,
BbICOKMUM PUCKOM ManuUrHM3aumm M HEBPOSIOrMYECKUX
HapyweHun. MpumepHo y 50% 60NbHbIX B aHaMHe3e nme-
€TCH yKa3aHWe Ha OCTPO BO3HMUKLIWMWA CONMHEYHbIN OXKOT
C o6pa3oBaHWEM MNy3blper UAM CTOMKOM 3pUTEMbI Moc/e
MWHMMabHOIrO BO3AencTBUA ynbTpaduoneta [4]. MNepsble
nposiBneHus 3aboneBaHus, nposasnsaowmecs addbenngamu
Ha n1LUe U APYrMX OTKPbITbIX y4acTKax KOXW, MOXKHO 3ame-
TUTb A0 2-NeTHero Bo3pacTta. [pn NpoaoKUTENBHOM npe-
6blBaHMM Ha COMHLLE Y NALMEHTOB GOPMUPYIOTCA aKTUHUYe-

CKMEe MOBPENKAEHMS: Cyxas v NOX0oXKasa Ha NepraMeHT Koxa
C runepnurmeHTaumnent, NOMKUNOAEPMUS, MHOKECTBEHHbIE
KepaTombl (puc. 6). Tunu4yHo GopMUpPOBaHWE Y4HaACTKOB
aTpodUMN KOXKK, HabnogatoTcs rmnepnurmeHTaumnm Ha GoHe
MENKMX pybLoB 6en0ro UuBeta ¢ 6/1ecTsawen NnoBepxXHOCTbio
[46]. MpnbnnauntenbHo y 25% NauneHToB UMEKTCS HEBPO-
NOrnyecKkne NposiBneHus (npuobpeteHHas Mukpouedanus,
YMEHbLUEHWE WU OTCYTCTBME rNyOOoKMX pedneKcoB pac-
TSXKEHUS CYXOXWMAUA, Mporpeccupyowas CeHCoHeBpasb-
Has TYroyxocTb W Mporpeccupylolias KOrHMUTMBHas Hepao-
cTaTovyHocCTb) [47]. ObTanbMONOrMyecKkue nopaxKeHus, Kak
M KOXHbI CUHAPOM, XapaKTepU3YyTCA pPaHHUM Ha4vasaom
M MaHubecTuMpyloT B cpegHem B Bo3pacTte 4 net [47].
Y nauneHToB MOryT 6biTb AMArHOCTUPOBAHbI XPOHUYECKUN
ynbTpadmnoneT-uHAYLMPOBaHHbIN KOHBIOHKTUBUT K KepaTwT,
NPUBOAAWMN K MOMYTHEHWMIO POroBMULbl M MNOBbILIEHHON
BacKynsipuzaumm. OHM TakKe MOryT nporpeccvpoBatb A0
BOCNaNMUTENbHbIX MOPAXKEHUM, TAKMX KaK NMUHIBEKYAa U NTe-
purnym. B peakux cnydasax MOXKHO Habntoaatb aTpoduio BEK
¢ GopMMpPOBaAHMEM IKTPOMMUOHA. INUTENNOMA, NSIOCKOKNe-
TOYHasa KapuMHOMa 1 MenaHoma B NepeaHen Kamepe rnasa
ABNAIOTCS 4acTbiM SBAEHMEM NPU NMUTMEHTHOM KCepoaep-
Me [1]. TNOCKOKIETOUYHbIM paK, 6a3anbHOKIETOYHbIN paK
M MefnaHoOMa B LeIOM O4YeHb 4acTo BCTpedaloTcs y nauwu-
€HTOB C MWIMEHTHOM Kcepoaepmon. lauueHTbl ¢ 3TUM
3aboneBaHnem nmetoT > 10 000-KpaTHbIA PUCK pPa3BUTUS

Puc. 5. [leBouKa, 7 N€eT, C 3pUTPONOITUYECKON NpoTonopbupmen.
Pasnutas aputema Ha nuue u rpyam, o4aru pyoL,oBon

aTpodUn TMHENHON GOPMbI C BOCKOBUAHLIM 6/1ECKOM Ha
3puTEMATO3HOM GOHE B 06/1aCTU BEPXHMUX KOHEYHOCTeN. Mpun
nabopaTopHOM UCCNefOBaHUN B Mia3Me KPOBKU OBHapPYKEHO
noBbllWEHWEe BCeX uccnegyembix NOpGUpUHOB, 0OCOOBEHHO
Me3onopduprHa n npotonopdupmrHa IX; NoBbILLEHHOE COAEpKaHME
KonponopdupuHos | 1 lll, mesonopdupuHa IX n npotonopdupmHa IX
McTouHuK: MypalwkuH H.H. 1 coaBT., 2015.

Fig. 5. Girl, 7 years old, with erythropoietic protoporphyria. Spread
erythema on the face and chest, foci of ulerythema of linear form
with waxy gloss and erythematosis on upper limbs. Laboratory
tests of blood plasma have revealed the increase of all studied
porphyrins, especially mesoporphyrin and protoporphyrin IX
(increased amount of coproporphyrins | and Ill, mesoporphyrin IX
and protoporphyrin I1X)

Source: Murashkin N.N. et al., 2015.




Puc. 6. Manbuuk, 5 neT, ¢ NUrMeHTHOM Kcepoaepmoi. B o6nactu
Nnua, Wen 1 BEPXHEN TPETU rpyan odaru runepnurMmeHTaumm,
NOMKWNOAEPMUS, MHOXKECTBEHHbIE KEPaTOMbI, rMnepnurMmeHTaLmnm
Ha poHe MenKux pybLoB 6enoro LBeTa ¢ 6necTsailen
noBepxHOCTbIo. OdpTanbMonornyeckue HapyleHus: AMcOYHKLUS
MeNBGOMMUEBDIX XKenes (CUHAPOM «Cyxoro rnasa»). CekBeHupoBaHue
3K3oMa: B 3k3oHe 09 reHa XPC (OMIM: *613208) BbisiBNeHa
neneums c.1413del B roM03UroTHOM COCTOSIHUM, NPUBOASLLAN

K CABUTY paMKu cunTbiBaHua p.A472Lfs*54. [leneuuns paHee

He onucaHa

McTouHuK: MypawkuH H.H. n coaBrT., 2019.

Fig. 6. Boy, 5 years old, with xeroderma pigmentosum. There are
foci of hyperpigmentation, poikiloderma, multiple keratomas,
hyperpigmentation and small white scars with shiny surface on
face, neck and upper third of chest. Ophthalmological disorders:
dysfunction of the meibomean glands (dry eye syndrome). Exome
sequencing: we have revealed homozygous deletion c.1413del in
exon 9 of the XPC gene (OMIM: *613208) leading to frameshift
p.A472Lfs*54. This deletion is novel.

Source: Murashkin N.N. et al., 2019.

HEMENaHOLUMUTApPHOIrO paKa KOXW B TeYEHWEe CBOEN XKMU3-
HW NO CPaBHEHWIO CO 3[0POBbLIMW NIOABMWU U Gonee Yem
2000-KpaTHbI PUCK pa3BUTUS MenaHoMbl [48].

CuHgpom KoKeHHa — peOKOe ayTOCOMHO-peLieccuB-
HOoe 3abofieBaHWe, XapaKTepu3ylolleecs HW3KUM POCTOM,
aTtpoduen NOAKOKHO-XKMPOBOM KNETYATKU U NPOrpeccupyto-
LLIe HEBPOIOTMYECKOW aereHepaumen. Y naumeHToB 06bl4HO
SPKO BblpaeHbl KNIMHUYECKUE CTUTMbl 3a60N1EBaHNS: MUKPO-
uedanus, 3anageHune rnas, TOHKMM HOC U BonblumKe yluu [49].
MoryT HabnaaTtbca NMUIrMEHTHasa peTuHoNnaTud, KaTapakTa,
HempoCeHCopHasn ryxoTa U «<KaxeKTM4yecKas KapnMKOBOCTb».
HeBponornmyeckas KapTMHa xapaKTepu3yeTcs oTCTaBaHWEM
B YMCTBEHHOM pa3BUTUU. POTOUYBCTBUTENLHOCTL ABNSETCS
yacTblM Npu3HakoMm 3aboneBaHus [4]. HenpogonxkutenbHoe
npebbiBaHWE Ha COMHLE MNPMBOAUT K KOXKHOW peaKuuu,
NpPoSBAAIOWENCS 3pUTEMON, OTEYHOCTbID U 06pa3oBaHUEM
ny3blpbKOB Ha OTKPbITbIX y4acTKax. [MnepnurmeHTauus, py6-
Libl U TEIEAHTMIKTa3MM BO3HMKAIOT B pe3y/bTaTte ANnTebHOM
WU CUCTEMATUYECKOM MHcoNAUMKU. B otnnyne oT NUrMeHTHOM
KcepoaepMun u cuHapoMa bayma, y nauMeHToB HET nur-
MEHTHbIX UBMEHEHUN, A5 HUX HEXapaKTEPEH BbICOKUI PUCK
pa3BUTUS paka KoM [1].

TpuxotnogmucTpodus — ayToCOMHO-peLeccUBHOE 3a60-
NleBaHne, XapaKTepuaylolleecs JIOMKOCTbIO BOJOC M HOr-
TEeNn, UXTMO3UGDOPMHBIMU U3MEHEHUAMMU KOXW, OTCTaBaHUEM
B GM3UYECKOM U yMCTBEHHOM pa3BuTuu [50]. KnnHuyeckas
KapTMHa TpuxoTMoamcTpodum BecbMa pa3Hoobpa3Ha: oT
NOpaXKeHUs TOMbKO BOJIOC [0 TSXKE/blX HEBPOSOrMYECKUX
M COMaTUYECKMX aHOManun pasBuUTUA. TaKKe, B 3aBUCH-
MOCTM OT MOATUMNA TPUXOTUOAUCTPOODUH, ¥ NALMEHTOB MOTYT
HabngaTbca GOTOYYBCTBUTENLHOCTb, FEMaTONOrMYecKme
aHoManuMM u CHuXeHune deptunbHocTM [51]. Bonocbl npu
TPUXOTMOAMCTPODUM 3@ CYET HUBKOIO COAEPIKAHUS cepbl
W LUMCTEUHA KaXKyTCsl PeaKUMMM, KOPOTKUMMU U CyXMMM, OTMeE-
YaeTcs MX MOBbIWEHHAsA IOMKOCTb JaKe MpU He3Ha4yuTesNb-
HOM MEexaHW4YeCKOM BO3AENCTBMU. AHANOrMYHblE UBMEHEHUS
HaboJalTCs U C HOTTEBbIMKU NMAAacTUHAaMKU. MOXXHO Habnto-
[aTb WX pacllensieHne, NOMKOCTb, GOPMUPOBaAHNE FPeBHEN,
TYCKNbIN LBET U MeaNeHHblM pocT [52]. [nsg Tpuxotmoau-
CTPOPUM XapaKTEPEH BbICOKUIM PUCK Pa3BUTUS BPOXKAEHHOM
KaTapaKTbl, NnepndeprnyecKon 0CTeONEHUN U OCTEOCKIEPO3a
[52]. HeBponornyeckne NposBAeHWs BKIOYaOT MUKpoLeda-
JIMI0, YMCTBEHHbIE HApYLWEHUS U aTaKCHK.

CuHgpom bnyma — pearoe ayTOCOMHO-peLLecCUBHOE
3a60/1eBaHMe, KOTOPOE PacnpoCTpaHEHO Cpeau eBpeeB-
awkKeHasn [53, 54]. 3aboneBaeMoCTb BbllE Cpeau Malib-
ynkoB [53]. Ang cuHapoma bnyma xapaKTepHbl cnegylowme
KIMHUYECKME MposiBNEHMSA: GOTOYYBCTBUTENIbHOCTb, HU3-
KWW POCT, BbICOKMM PUCK 3/I0KAYECTBEHHbIX HOBOOOGPa30-
BaHW U UMMYHOAEODUUMT pPasM4yHOM CTENEHU THKECTM.
3aboneBaHne 0ObIYHO MPOSIBNASAETCA y)Ke B MepBble rofbl
YXU3HU B BUAE 3pPUTEMATO3HbIX 04aros B popme «6aboyKm»
B LUEHTpaJbHOM 4acTu nuua. lNpu ganbHEnWen MHCONSALUK
Ha KOXe nuua GopMUPYOTCS TeNleaHrMaKTasum, MoryT pas-
BUTbCH XEMNWUT W nonkunogaepmusa. MHorga Ha yvacTkax,
NOABEPrLUMXCSH CONMHEYHOMY U3/yYeHUI0, GOPMUPYIOTCS NAT-
Ha UBeTa «Kode C MOSIOKOM» M oYaru rMnonUrMeHTauuu.
NMMyHOLEPULUNTHOE COCTOSIHME YacCTO COMPOBOXAAETCH
BO3HWKHOBEHMEM WHOEKLMOHHbIX 3abofieBaHU, Hepea-
KO C pa3BUTMEM MHEBMOHWUW W NeTanbHbIM UCXoAoM [55].
OHKONOIMMYECKNMMU OC/IOXKHEHUSMU cuHApoMa bnyma asns-
I0TCA NEMKEMUS U KapuMHOMa, B TOM 4YMUCe KOoXHas dopma,
06bI4HO BO3HMKalOLLME TONbKO B 3penom Bo3pacTe [56].

CuHpgpom PormyHpaa-ToMcOHa — peaKoe ayTOCOMHO-
peLeccMBHoe 3aboneBaHue. BbigenatoT tvmn |, xapakTtepwu-
3YIOLWMICS MOMKMNOAEPMUEN, IKTOAEPMAIbHON AUCNIa3nen
M IOBEHW/IbHOW KaTapaKTOW HEW3BECTHOM 3TUONOTMK, U TUM
Il, KOTOopbI MPOABASETCS MOWKMNOOAEPMUEN, BPOXKAEHHLIMU
aHOMaIMsAMM KOCTEWN, OTIMYAETCS BbICOKUM PUCKOM Pa3BUTUS
3/10Ka4YeCTBEHHbIX HOBOOOGpPa30BaHMi, OCOBEHHO OCTeocap-
KOMbI [57]. U3BMEHEHUS Ha KOXKe pa3BUBaAIOTCS 0ObIYHO B BO3-
pacte oT 3 10 6 mec, pexxe — A0 2 neT [57]. KoxXHbIMK NposiB-
NIEHNAMU CMHAPOMA SIBNAKOTCS apUTEMa, OTEK M 06pa3oBaHue
YPTUKAPHbIX 3/IEMEHTOB Ha JMLE, KOTOpble BMOCIEACTBUM
MOXHO HabnogaTtb Ha KOHEYHOCTAX U B SAroguMyHon obna-
cTh. CTOUT OTMETUTb KJIMHUYECKUE M3MEHEHUS BbICbIMAHWUM,
KOYEBLIMU MaTTEPHAMM KOTOPbIX SBASIOTCS MBEA006pas-
Hble oYaru runo- U runepnurmeHTaummn, obpasoBaHue Tene-
@HIMMIKTa3n M TOYEYHO JIOKaNM30BaHHble o4varu atpoduu
(puc. 7), KOTOPbIE COXPAHAOTCS Ha MPOTSXKEHUN BCEWN HKUSHM.
[MNepKepaToTUYECKUE MOPaXKEeHUsT BCTpedaloTcs MPUMEPHO
y 30% naumneHToB [58]. CKkeneTHble aHOMannMun MOryT BKItOYaTb
AedEeKTbI lY4EBBIX U JIOKTEBbIX KOCTEW, OTCYTCTBME WUAW TUMO-
naasuvo HagKoNIEHHWKa M ocTeoneHumto [58].

CuHgpom Cmuta-J/lemnn-Onuya — 3TO ayTOCOMHO-
PEeLLECCUBHO HacneayeMbln CUHAPOM, BbI3BaHHbIM HApPYLLEHN-
eM MeTabonnama xonectepuHa B pesynbrate gebuunta pep-
MeHTa 7-germapoxonectepon peaykrasbl [59]. OCHOBHbIMM
0CO06EHHOCTAMMU cuHApoMa Cmuta—Jlemnm—0nuua aBnaTCA
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Puc. 7. Manbuuk, 10 mec, ¢ cuHapoMoM PoTmyHaa—TomcoHa.
OTMeYaeTcsd MPaMOPHOCTb KOXM 3a CHET CETEBUAHBIX TOHKUX
KpacHbIX NOMIOCOK, KOTOPblE CNerka Lwenywarcs; Ha ux MecTe
nocTteneHHo pa3BuBaloTca aTpoduyecKre Nonochl; yepesoBaHue
KpacHbIX aTPOOUYECKMX U MUTMEHTHBIX NOMOC NPUAAET KOXKe
nectpbiv BuA. ConyTcTByloWmMe 3a60N1eBaHNS: CNOXHbIN
rMNepmMeTponuYecKUin actTurMaTnam, runoTpodus 2-m cteneHun
(nednumnt maccbl Tena 20-30%), HU3KOPOCNOCTb CUHAPOMaANbLHOIO
reHesa, namonaTuyeckas anunencus

UcTouHuK: MypauwkuH H.H. n coaBrT., 2019.

Fig. 7. Boy, 10 months, with Rothmund-Thomson syndrome. There
is mottled skin due to the web of thin red stripes that slightly flake,
then they gradually develop to striae atrophicae. Such alternation
of red atrophic and pigment stripes makes the skin mottled.
Comorbidities: compound hyperopic astigmatism, 2nd degree
hypotrophy (weight deficit — 20-30%), syndrome-based low
growth, idiopathic epilepsy

Source: Murashkin N.N. et al., 2019.

MUKpouedanus, GutemnopasnbHoe CyxeHue (yMeHblleHHoe
paccTosiHMe Mexay BUCKamu), MTo3, KOPOTKMK HOC, o6pa-
WeHHble BNepea HO3ApWM U MUKPOrHatus. Y 60MblUMHCTBA
nauneHToB HabnoaaeTcs CUHAAKTUAMSA 2—3 nanbua CTombl
[60]. Moyt y BCEX MaLMEHTOB MPUCYTCTBYET MOBbIEHHas
$OTOYYBCTBUTENBHOCTb, KOTOpas MNPOSIBASETCS BO3HWKHO-
BEHWEM 3PUTEMATO3HbIX 04aroB Ha OTKPbITbIX y4aCTKax KOX-
HOro noKpoBa. Y 60/bWWHCTBA MaLMEHTOB C CMHAPOMOM
Cvmuta—Jlemnn—-0Onuua HabnohaeTcs BblpaXeHHOe oTCTa-
BaHWE YMCTBEHHOro pa3BUTUS. 3aTpyAHEHO KOopMmieHue,
o6ycnoBiieHHoe cnabbiM cocaTefibHbIM pedeKcoM, YacTbl-
MW 3MM304amMu PBOTbl M OTCYTCTBMEM WHTEpeca K MuLle.
MoBeaeHYecKMe 0COBEHHOCTM BKIIOYAKOT HapylweHus CHa,
pa3aparKUTeNbHOCTb, arpPecCUMBHOCTb, CaMOMOBPEXKAEHHE,
couManbHble MU KOMMYHWKaTUBHbIE HapyWeHWs, CUHAPOM
geduumTa BHUMaHUS € rMNEpPaKTMBHOCTLIO U PaCcCTPOMCTBO
ayTUCTUYECKOro cneKkTpa [61].

bone3sHb XapTHyna — pefjKoe ayTOCOMHO-pPeLecCUB-
HOe HapyweHue ob6MeHa BelecTB, Bbl3BaHHOE Hapylle-
HMEM TpaHcnopTa HeWTpanbHbIX aMUHOKMUCAOT, BK/IOYas
TpUNTodaH, 4Yepes KeNyaoHHO-KULWEYHbIA TPaKT U MOYKM
M NOCNeaylLUM CHUXKEHMEM CUHTE3a HMauuHa. CuHAPOM
MOXET npoTekaTb 6eCCMMMNTOMHO A0 3-neTHero BospacTta
[1]. 3aTeM, Kak npaBWO, pa3BMBaEeTCs HEBPOOrnyecKas
cYMMTOMaTUKa M NOSIBASIOTCSA NePBbIE BbICbIMaHUS Ha KOXe.
KOXHbIM CMHAPOM XapaKTepu3yeTcs CUMMETPUYHO NIOKan-
30BaHHbIMW 3PUTEMATO3HbLIMK BbICbINAHUAMMU (NATHAMK) Ha
OTKPbITbIX Y4acCTKax KoMK, KOTOPbIE NOSABASIOTCA BECHOM UK
paHHUM neToMm. [MATHa UMEIT YeTKWUe rpPaHuUbl, CKIOHHbI
K CIUSIHMIO, @ Ha MX MOBEPXHOCTU MOXKET HabntogaTbCs Weny-
weHue. HeBponormyeckne CMMMNTOMbI BKAKOYAOT aTaKcuio,

CMaCTUYHOCTb, YMCTBEHHYIO OTCTANOCTb U MCUXMATPUYECKUE
NPOsIBNEHUS, TaKWe KaK 6eCrnOoKOWCTBO, 3IMOLMOHanbHas
HecTabunbHOCTb. Kpome Toro, Moryt HabntogaTeecs Bbinage-
HWE W JIOMKOCTb BOJIOC, a TaKXe U3MEHEHWE HOITen B Buae
YCUNEHHOW NPOA0SIbHOW UcYepyeHHoCTH [1].

AWATHOCTUKA ®OTOAEPMATO30B

Ona cBoeBpemeHHOM BepuduKaumn dotogepmarosa
HEeOo6X0AMM KOMMNEKC AMArHOCTUHECKUX MeponpusaTui. Tak,
c60op aHaMHe3a [O/MKEH BKIOYaTb BOMPOCHI, Kacatowmecs
BO3pacTa NauueHTa Ha MOMEHT Havana 3aboneBaHus, Ce30H-
HOCTW, CMMNTOMOB NOC/€e NpebblBaHWA Ha CONMHLE, NPOAON-
YKWUTENbHOCTM BbICbIN@HWUI, NMPUHUMAEMBbIX JE€KAPCTBEHHbIX
npenapaToB M ceMenHoro aHamHesa [62]. MNpu dusnKanb-
HOM OCMOTpPe HeobXxoanMa TLlaTeNbHas OLEHKa IoKanuM3aLmm
M mMopdonornv noparkeHun. MNpu HEKOTOPbLIX KIAMHUYECKUX
CUTyaLMsX MONEe3HO NPOBEAEHME aHaNM30B KPOBWM, MOYMU
M Kana Ha cofepxaHve nopodupuHos. Mpu NoJO3pPEHUN Ha
nopodupuio HeobxoamMma oueHKa GYHKLMM NeYeHU U KOHLIEH-
Tpauun xenesa B KpoBu [43]. MNMauneHTam C KIMHUYECKOM
KapTUHOM ayTOMMMYHHOIo 3a60/eBaHu1s, HanpumMep KpacHoM
BOJYaHKM, Lielecoobpas3Ho NpoBeaeHNe UCCnefoBaHnm aHTu-
HYKNeapHbIX aHTUTEN W aHTUTEN K IKCTparMpyemomy Hykse-
apHoOMy aHTureHy. lNpoBefeHve GMOMNCUKM KOXM C Mnocneay-
OWNMM TUCTONOMMYECKUM WCCNeLOBaHUEM PEKOMEHAOBAHO
GO0MbLIMHCTBY MaLMEHTOB MpW MoJo3peHun Ha doToaepma-
TO3. XPOMOCOMHbIA @HaNM3 U MONEKYNSPHO-TEHETUYECKME
nccnefoBaHUs NO3BONSIOT NOATBEPANUTL CUHAPOM Bbryma unu
cuHapom PoTmyHaa—ToMcoHa. POTO4YBCTBUTENBHOCTL WMHO-
roa noATBepKaaloT MeToAaoM onpegeneHuns M3 ana ycra-
HOBJ/IEHUSI MOPOrOBOM A03bl YNLTPAPUONETOBOIO 06yHEHUS.
TakKe MpoBOAMUTCS NPOBOKAaLMOHHAs npouegypa € MCnofb-
30BaHMEM MHOrOKpaTHbIX BO3A4EVNCTBUM yNbTPadUONeToBbIX
nyyew rpynnbl A u/wnu B B TedyeHune 4 gHen noapsa B NonbiTke
BOCMnpoun3secTv gepmaTto3d [63]. dotonaTy-TeCTbl B CO4ETAHUM
CO CTaHAapPTHbIMK NaTy-TecTamu ABNSIOTCA BapuaHTamu ava-
FHOCTMKM Mpu onpeaeneHnn dotoanneprum [64].

®OTONMPOTEKLIUA

KOXHbIM NOKPOB 4YenoBeKa NnofBepraetcs MOCTOSHHO-
My GOTOMOBPEKAEHUIO, NPEUMYLLECTBEHHO 3a CYET ANWH-
HOBOJIHOBOrO W CPEeAHEBO/IHOBOrO AuanasoHa W3NyvyeHus.
YneTpaduonetoBoe nanyvyeHue ABASeTcs ogHUM M3 Hanbo-
nee U3BECTHbIX GaKTopPoB, MHULMKUPYIOLWKMX GoToLepMaTo3bI
M ycyryonsouwmx mx tedeHue. lpoBeneHne apdeKTUBHON
doTONpPOTEKUNN SBASETCA HEOTbEMEMbIM 6a3UCOM B WX
npodunaktnke u nedveHun. Cnegyetr oco60 OTMETUTb, YTO
He3ameanuTenbHoe npuHATUE Mep GOoTo3alMTbl B HEKO-
TOPbIX CAy4asx MOMKET ObiTb KAOYOM K MpeaoTBpalleHuio
OC/IOXKHEHW — 3/10Ka4YeCTBEHHbIX HOBOOOGPa30BaHMM Mnu
Kaneyvaliux pybLoB.

B KayecTBe MeToaa npodunakTMkm GotogepMaTo30B ce-
LyeT MCcnonb3oBaTb COMNHUE3ALWMTHbIE CPEeACTBa, HUBENUPY-
owne GO0NbWMHCTBO HEraTMBHbLIX BO3AEMCTBUIM COHEYHOrO
N3Ny4eHUs Ha KOXKHbIM NOKPOB. B HacTosiee BpeMs UCnosnb-
3yl0TCA KOMOGWHUPOBAHHbIE HapYXHble CPeAcTBa, COYeTalto-
WMe CBOMCTBA XMMMUYECKMX ynbTpaduronetoBbix GUALTPOB,
MUHepasbHbIX 3KPaHOB W aHTUOKCcKHAaHTOB. Mpu doToaepma-
TO3ax npeanoyTeHue cneayert oTaaBaTb CPEACTBaM C BbICOKOM
cTeneHbto 3amTbl (SPF (sun protection factor) He meHee 50)
M UCMONb30BaTh UX PYTUHHO Ha BCE NOTEHLUMaNbHO OTKPbITbIE
y4aCTKM KOXHOro nokposa [4]. lNauuneHToB ¢ poTtogepmaTosa-
MU HEO6X0AMMO MHDOPMUPOBATL O HEOBXOANMMOCTH NPaBUIIb-
HOro nog6opa ofexabl B NETHWM Nepuod, OCHOBAHHOMO Ha
LOCTMXKEHWW YAOBNETBOPUTENBHOM doTo3awumThl. M3BECTHO,
YTO JIbHSIHbIE TKaHW 6onee 3hGEeKTUBHbI B 3TOM OTHOLLE-
HWK, YeM xnonyaTobyMaHble, a LBETHble TKaHu obnagatoT



606/1bLLMM MPOTEKTUBHBIM 3ODEKTOM MO CPaBHEHUIO C 6€NbIMU
[65]. MauneHTbl AoNKHbI 6bITb OCBEAOMIEHLI O HEOBXOAMMO-
CTWU HOLWIEHWS TOJIOBHbIX YOOPOB (LUNsiMbl, 6ENCOOSIKM, KEMKK)
M B HEKOTOPbIX Clydyasx — HOWeHWs nepyaTtok. MauneHtam
¢ GOTOYYBCTBUTENBHOCTBIO a3 chnefyeT HOCUTb COMHLEe3a-
LLMTHbIE OYKM [66].

JIEMEHME

[Mpn o6ocTpeHnn ¢oToaepmMaTto30B 3a4vacTylo LeNeco-
06pa3HO TONUYECKOE MPUMEHEHNE MTIIOKOKOPTUKOCTEPOUIOB,
KoTopble 061a4aloT BblpaXeHHbIM NPOTUBOBOCMHANNUTENbHbLIM
[EeNCTBMEM WU MO3BONSIOT YCKOPUTb KyNUMPOBaHWE KIUHUYe-
CKMX W CYObEKTUBHbIX CMMNTOMOB [67]. lMoNOXKUTENbHbIN
IPDdEKT KPaTKOCPOYHOrO MPUMEHEHUS TOMUYECKMUX [JIIOKO-
KOPTMKOCTEPOMAOB OOYCNOBMIEH CHUMKEHWEM CUHTEe3a Npo-
BOCMaNuTENbHbIX MEAMaTOPOB, TaKMX Kak npocTarfaHauHbl
N NENKOTPUEHDBI, CHUKEHNEM KOSIMYECTBA aHTUrEHMNPE3EHTH-
PYIOLLMX U TYYHBIX KNETOK, @ TaKXe MHIMbMpoBaHMEM CUHTE3a
1 BblGpOCa rMcTammHa B MecTax nopakeHus [67]. NogasnexHne
AKTMBHOCTU TManypoHnaasbl U AIM30COManbHbIX GepMeHTOB
NPUBOAUT K CHUXKEHWIO MMKPOCOCYAMCTOM aKTUBHOCTW, TeM
caMbIM yMeHbllas oTeK. bnarogapsi aTomy TONUYecKue rio-
KOKOPTUKOCTEPOUAbI SABNSIOTCA HEOTLEMIEMbBIMU B fleHEeHUU
M KOHTPONe MHOXecCTBa 3aboneBaHui M3 rpynnbl dotogep-
MaTo30B [32]. Bcem aTMM TpebGoBaHUSAM K HapyXHOW Tepanuu
COOTBETCTBYET METUANPEeLHM30/0Ha alenoHaTt (AaBaHTaH,
LEO Pharma). 3mynbcusi 1 Kpem MeTunnpeaHu3osoHa ale-
noHaTa onTUMasnbHO NOAXOAAT ANs nedvenuns dutodoToaepma-
T030B. OAHO M3 OCHOBHbIX OTIMYMI NpenapaTa — co3gaHue
feno-addeKTa B KOXKe ¢ NocneayoWwmnm nocTeneHHbIM BbICBO-
60xaeHnem. CKoOpoCTb BbICBOGOXKAEHUS HANPSMYIO 3aBUCUT
OT MHTEHCMBHOCTU BOCMANIEHNS: YEM OHO MHTEHCHMBHEE, Tem
CU/ibHee NPOTUBOBOCMANUTENbHbIV U MPOTUBO3YAHbIN 3P DEKT.
MMEHHO MO3TOMy METWANPEeLHU30/I0Ha auenoHaT — eauH-
CTBEHHbIN MIOKOKOPTMKOCTEPOUS, BCE NleKapcTBeHHbIe dop-
Mbl KOTOPOrO OTHOCSTCS K CWAbHOMY Kaaccy. 9TO OpUrnHasb-
Hbl TOMWUYECKUI CTepous NOCNESHEro MOKONEHUS, KOTOPbIN
BbIGMPAIOT Bpayu 1 naumeHTbl Bo BceM mupe. CpaBHUTENbHOE
6-HeaenbHoOe UccneaoBaHne NPUMEHEHUs METUANPEAHN3010-
Ha auenoHaTa n MomeTa3oHa dyopaTa 411 Tepanuu apuTeMb,
BbI3BaHHOM ynbTPadMONETOBbIM M3Mly4EHUEM, NOKa3ano WX
oanHaKoBylo 3bdEKTUBHOCTL [68]. OgHaKo aTpodus KOXKK
W TeNeaHrMakTasum oTMeYanucb Yaule u 6binn 6onee Bblpa-
JKEeHbl B rpynne npuvMeHeHUss MOMeTa3oHa dypoata. Takke
NPOAEMOHCTPMPOBAHO OTCYTCTBME CHUMKEHWUSI KOHUEHTpa-
LMK KOPTM30Ma B CbIBOPOTKE KPOBM B rpynne nNpumMeHsBLInX
METUANPEAHN30/0Ha aLenoHaT, B OTIMYMe OT MaLMEeHTOB,
NPUMEHABLUMX MOMeTa3oHa dypoaT. MetunnpegHu30n0Ha
auenoHaT BbINyCKaeTcs B HECKONbKMX dopMax (3Mynbeus,
KpeMm, Ma3b), 6narogaps 4emy He BOSHUMKAET CIOXKHOCTEN ero
NPYMEHEHUS KaK Ha pPasiMyHbIX y4acTKax KOXMW, Tak U npu
NIOKaNbHbIX KIMHUYECKUX OCOBEHHOCTAX. COrnacHO MHCTPYK-
LMW N0 NpUMEHEHUIO, NpenapaT B $popMe aIMy/bCUKN NOKa3aH
npv GoTogepmaTiTe 1 CONHEYHOM OXKOre U paspeLleH K npu-
MEHEHMWI0 ¢ 4-Mecs4HOoro Bo3pacta.

SAK/TIOYEHME

TepMuH «poTtogepmMaTosbl» 06beAUHAET MHOIOYUCTIEHHbIE
W pa3Hoo6pa3Hble 3ab0/IeBaHUA, KOTOPbIE BO3HWKAIOT WK
TeYEeHWEe KOTOPbIX YXyALaeTcs Mpu BO3AEWCTBUM CONTHEYHO-
ro cBeTa, NPOoSBAAIOLMECH PA3HOOOPA3HbIMU U3MEHEHUAMM
KOXHOro nokposa. Oco6eHHOCTM poToaepMaTo3a onpeaensior
noaxofbl K JIEYEHUIO, OJHAKO B Nepro 000CTPEHUSA B Ka4ecTBe
Hapy)XHOM Tepanum peKoMeHA0BaHO MPUMEHEHNE TOMUYECKUX
TMIIOKOKOPTUKOCTEPOUOB. B HacToswee Bpemsa npenapatom
Bbl60Opa B neveHnn GoToaepmMaTo30B Y AeTeN ABNIAETCA METUII-
npeaHn3osnioHa auenoHatr. MeTunnpegHn3onoHa auenoHar

obecne4vymBaeT 6bICTPOE, 6e30MacHoe U BbICOKOIDDEKTUBHOE
NlevyeHne BocnanuTeNbHblIX MUBMEHEHUI Ha KOXe M obnajaet
OT/INYHON MECTHOM U CUCTEMHOW MEPEHOCUMMOCTbIO, YTO 0OY-
C/IOB/IMBAET €ro LWMPOKOe NPUMEHEHWE B AETCKOW AepMaTto-
NIOrMY4ECKON NpaKTUKe.

WHOOPMUPOBAHHOE COIJIACHE

NHbopMUpoBaHHOE A0GPOBOJSIbHOE COracue 3aKOHHO-
ro npeacraBuTens nauueHta Ha nposefeHne GOTOCbEMKHU
WU ucrnonb3oBaHWe doTomaTepuanoB B o6pa3oBaTefibHbIX
W Hay4YHbIX Lensx, B T.4. B NyGAUKALMAX KHUT U/WNKU cTaTew,
ans puc. 1 nonyyvero 10.02.2018, ans puc. 2 — 05.08.2019,
ansa puc. 3. — 17.10.2019, ans puc. 4 — 24.03.2016,
ans puc. 5 — 06.09.2015, ans puc. 6 — 10.09.2019, ans
puc. 7 — 03.10.2019.

INFORMED CONSENT

Informed voluntary consents of patients’ legal represen-
tatives on photography and use of any photo materials for
educational and scientific purposes (including its publica-
tions in books and/or articles) were received for Fig. 1 on
10.02.2018, Fig. 2 — 05.08.2019, Fig. 3 — 17.10.2019,
Fig. 4 — 24.03.2016, Fig. 5 — 06.09.2015, Fig. 6 —
10.09.2019, Fig. 7 — 03.10.2019.
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