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Bposxcoennoiii 6ynnesnuiii snudepmonus (b3) omuocumcs k pedxum HacnedcmeeHHbIM 3a0071e6AHUAM,

npu KOMopovLx nopaxceHue Ko#u u cIu3ucmoLx 060s04ex mpebyem nocmosHH020 yX00a U CUNbHO MeHTem
00bIUHYI0 HU3HD CEMbU.

Llenv - oyenumo 6nusHUE 6POKOEHHO20 OYI1E3H020 INUIEPMONU3A HA NOBCEOHEBHYI0 HU3HD cemell,
socnumoléarouux demeti ¢ IMuUm 3a60ne6anueM, 4 MaKie CPAéHUMb omoesbHble NOKA3AMenu

npu npocmom u oucmpogpuueckom munax b3.

Mamepuanvi u memoodwvi. [Iposedero nonepeuroe 00HoMoOMeHMHOe anKkemuposarue 97 cemeti ¢ demovmu

6 803pacme 7-18 nem c 6poiOeHHbIM OYne3HbIM dnudepmonu3om. IIpu 3anonHeHuu ankemot pooumen
UU 3aKOHHbLe NPedCMasurmen OUeHUBANU: exedHe6HbLI YX00, 02paHUYeHUS AKMU8HOCMU pebeHkKa,
06yueHue, COUUATTLHYIO A0ANALUI, 00CMYNHOCMb CNeYUATUSUPOBAHHOL NOMOULU, PUHAHCOBbIE PACX00bL
U ncuxonozuveckoe coCmosHue pooumeneti. JJns cpasuenus epynn ucnonv3osanu kpumeputi y* Iupcona

u mounwlli kpumepuili Puuiepa; pasnuqus cuumanu sHavumoimu npu p < 0,05.

Pesynomamut. Jucmpopuueckuii mun b3 6vin ycmanosnen y 70,1% demeti. Pusuueckas 601v ommeuanacy
y 84,5% nayuenmos, HapyuieHus npuema nuuiu — y 58,8%, oepanuuerue nodsuxHocmu — y 53,6%.
Hapywenus numanus yauje 8vlA67ANUCY NPU OUCPOPUHECKOM MUNe N0 CPABHEHUIO C NPOCTNBIM:

73,5 npomus 24,1% (p < 0,001). Y demeii c ducmpopuueckum B3 maxue uauje 6vina 6onvuias
npooonxcumenvHocmo nepesszok (p = 0,005). CHuxeHue 00x00a cemby Nocne NOCMAHOBKU 0UAHO3A
ommemunu 45,1% pooumeneti, nomepto pabomot 00HUM U3 pooumeneti — 49,5%. ImoyuonanvHole
mpyonocmu 603Hukau y 70,1%, npusnaxu eévicopanust — y 67,0%. Ilo 60nvuiuHcmey ncuxonoeuieckux

U COUUANDHO-IKOHOMUUECKUX NOKA3AMenel 3HAYUMBLX PASTUYUTE MeNOY 2PYNNaMu He NoJyHeHo.
3axniouenue. BpoxcoerHolil Oynne3Hvlli SNUOePMONU3 CO30dem BbIPANEHHYIO CeMeLiHY10 HAzPY3KY,
3ampazuearulyo MmeouyuHckKue, 6vimosvle, PUHAHCOBbIE U IMOUUOHATbHBLE CIMOPOHBL HU3HU. CeMbAMm
Heo0x00uma He MOoNLKO CNeUUAnIu3upo8anHas MeOUUUHCKAST NOMOULD, HO U NCUXO0TI02UHECKOe U COUUATILHOE
conposoxoeHue.

Kniwouesvie cnosa: 6poxoentviii 6ynne3nviii aInudepmonus, 0emu, cemetinoe Opems, Ka4ecmeo HU3Hu,
pooumenu, ncuxonozuteckas Hazpy3Ka
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BeepeHue

Bynnesusiit snupgepmonns (b9) o6venuuseT rpynny
peIKuX TeHeTUYeCKM 0OYCIOBIEHHBIX 3a60IeBaHMIT,
IpY KOTOPBIX KOXKa M CIUSUCTbIe 0O0MTOYKM OTINYA-
I0TCs BBIPaXKeHHOI paHuMocTbio. OcHOBOII 3abore-
BaHMA SABJIAIOTCA MYTallMM B TeHaX, OTBEYAIOIINX 3a
CUHTe3 6eIKOB, 00eCIeYBAOLINX IIPOYHOCTD HePMO-
SMUJePMaTbHOTO COEIMHEHM s, BCIIEACTBIE YETO faxKe
HesHauYMTeTbHOE TPEHMEe UM JaBIeHUe MOTYT BbI3bI-
BaThb 06pasoBaHye Iy3bIpeil, 9PO3UBHBIX Ae(eKTOB,
IUIVTENTbHO He3a)XMBAIOUIVX paH, a TAKKe IIPUBOJUTD
K pyOueBanuio, gepopmaiuamM, KOHTPaAKTypaMm, Tpo-
¢buvecKuM HapyLUIeHNAM IUTAHUA U APYTUM TSDKETBIM
nocnenctBusaM [1-3]. Knuunyeckas kaptuna npu b9
HEOZHOPOJHA ¥ BO MHOTOM OIIpefe/AeTcs KOHKpeT-
HBIM TUIIOM 3a0oeBanns [4].

B coBpemenHoit nureparype b9 paccmarpuBaercsa
He TOJIBKO KaK JepMaTONOrn4ecKasi IIaToNOrNs ¢ TsKe-
JIBIMU KIMHUYEeCKUMI IpPOSIBICHUSIMYU, HO 1 KaK 3a60-
JleBaHMe, CYIIeCTBEHHO MeHAWIee KaueCTBO >KM3HU
MalyenTa u ero cembu [5-7]. JlntenbHoe TedeHne, Ho-
TpeOHOCTD B eKeTHEBHOM YXOJie ¥ OTCYTCTBYIE METOJIOB
HOJIHOTO U3JIeYEeHNs CO3MAI0T 3HAUUTE/IbHYI0 HAaTPY3KY
(u3MIeCKOro, 9MOLMOHATBHOTO, COL[MAIbHOTO U Mare-
puanbHOro xapakrepa [8-10]. B crmcke Begymux KoMm-
IIOHEHTOB 3TOJ Harpy3KM — IIOCTOSIHHbIE COMATHYecKue
CUMIITOMBL: 601Ib, 3yHI, HaIM4Me XPOHMYECKNX paH, Or-
paHMYeHMe JBYDKEHUIT U IPO6IeMbl INTAHNUA — UMEH-
HO OHU BbIJIe/IEHbI KaK OCHOBHBIE IPIYMHBI YXYAIICHIUS
KadecTBa Xu3Hu 60mpHbIX B [7]. [Ipn 60rmee TsKenbix
BapuaHTax 3a00/IeBaHMA MOTYT GOPMUPOBATHCS CTPUK-
TYpbl IINIIEBOJA, aHEMMUS, BhIPa>KeHHbIe pyO1[0BO-(u-
Opo3HbIe U3MEHEHWSI U APYTiie OCTIOKHEHMsI, Tpebyo-
I[}ie Pery/IIPHOro BpaueOHOr0 KOHTPOJIS U J/IUTENBHOTO
nedenus [3, 11-12]. boneBoil CMHAPOM IPUCYTCTBYET
He TOJIbKO B OOBIYHOJN IIOBCEHEBHOJ aKTUBHOCTH,
HO M BO BpeMs JIe4eOHbIX MaHUITYILALINIA, IPeX e BCero
IpM CMeHe MOBSI30K U 06paboTKe MOpaskeHHbIX yYacT-
KOB KOX11. B3poc/ible manyeHTsl 1 poguTenu gete ¢ b3
XapaKTepU3YIOT IepeBA3KYU KaK OfjYH 13 Hanboiee TsxKe-
JIBIX 9/IeMEHTOB 00/Ie3HM, BIVAIONIMNIT KaK Ha COCTOAHNE
pebeHKa, Tak 1 Ha SMOLMOHAIbHOE 6/1aromnomny4ne Beeit
cembu [13].

B3 3ameTHO OrpaHM4MBaeT OBITOBYIO, yI€OHYIO U COLM-
aJIbHYI0 aKTMBHOCTD NanueHToB. CHIDKeHMe pusude-
CKOIJ1 TIOIBVDKHOCTH, HEOOGXOMMOCTD YaCThIX MEAVIVIH-
CKVIX IIPOLIEAYP, @ TAKXKE BUAVMbIE KOKHBIE IPOSBICHIUS
3a00/eBaHMA MOTYT CO31aBaTb TPYNHOCTU PeOEHKY
Ipy OOIIEHNN CO CBEPCTHUKAMY, B 0OPa30BaTETbHOM
Impolecce M pa3IuMYHbIX ¢popMax focyra [6, 7, 14, 15].
Takoke IalMeHTHI YKa3bIBAIOT HA TPYSHOCTY afalTalNu
B IIKOJIE, BBIHY>K/IeHHbIE IIPOIYCKY 3aHATHIA, IPOOIEeMBbI
BO B3aMMOOTHOLIEHNAX C APYTUMMU [ETbMM U HEJOCTA-
TOYHOE IIOHMMaHMe 0COOEHHOCTel 3a00/IeBaHNA CO CTO-
POHBI OKpy>xatomyx [14, 16, 17]. Ilo naHHBIM COBpeMeH-
HBIX ITyONMMKaIWii, HOFOOHbIe OrpaHMYEHNUA He BCerna
3aKaHYMBAIOTCS B IETCKOM BO3PACTe M MOTYT B Jla/IbHell-
IIeM OTPaXKaThCs HA TONTydeHNU 06pa3oBaHmst, BbIOOpe
npodeccuu, TPYROBOJ 3aHATOCTY M COLVIATIBHOI CaMo-
CTOSITeIBHOCTY B3POC/IBIX MAlMeHTOB [15].

[lepMaToBeHeponorua u 1epMaTokoCMeTonorus

OpuruHanbHble CTatbid

BaxHbIM KOMIIOHEHTOM ob1iero 6pemenn b sBsercs
eXKeTHEBHBIIT YXOfI. Bo MHOTMIX ceMbsX IepeBA3KY 3aHNU-
MAIOT HeCKO/IbKO YacOB B IeHb U TPEOYIOT IPaKTUIECKUX
HaBbIKOB, KOTOpPbIE POAMUTENN 3a4acTyI0 IPHOOpeTanT
y>Ke B Ipoliecce yxofa 3a pebenkom. ITo maHHBIM ucce-
moBaHMIL, 3a60Ta 0 peberke ¢ b3 mocreneHHo craHo-
BITCS OJJHOI 13 OCHOBHBIX COCTABJISIOLIVX CEMEITHOTO
yKiIaja u TpebyeT 3HAUMTENbHBIX BPEMEHHDIX 3aTpaT
[18-20]. B Me>XgyHapOZHOM MHTEPBBIO-UCCIE[OBAHUN
HaLVeHTHI TOTYePKIBAIN, YTO 3aBYCYMOCTD OT IOMOLIY
LPYTUX JIOfielt ¥ HEBO3MOXKHOCTb CBOOOIHO BBIIIOMHSTD
OOBIYHBIC TIOBCEJHEBHBIE NEVICTBYA CHIDKAIOT KaueCTBO
XKI3HM He MeHblIle, 4YeM CaMy KIMHNYECKUe CUMIITOMBI
3aboneBanus [21].

3HauynTeNbHAS YaCTh HArpysKu mpu B cessana ¢ du-
HaHCOBBIMM pacxofamu. ITanyeHTaM 9acTo HeOOXOVIMBI
cIlenMaibHbIe IIePeBA30YHbIe CPENICTBA, IeKAPCTBEHHbIE
Ipemnaparsl, KOHCYIbTaLUY TPOPUIbHbIX CIIEI[aTUCTOB
U peryispHoe MeJUIIMHCKOe COIPOBOXKAeHMe. Mexy-
HapOJHbIE MCCTIEOBAHNA TOKA3BbIBAIOT, YTO CEMbJ HECYT
IIOCTOSIHHBIE 3aTPaThl HAa pacXOfHbIe MaTepUabl, I10-
€3/IK! B CIlelIMaIN3MPOBAHHbIE IIEHTPHI 1 OPraHN3alNIo
yxona Ha oMy [22-26]. B eBpoIIeiicKOM MCCIEROBAHNUI,
MOCBAILICHHOM COLATbHO-3KOHOMMYECKUM MOC/IeCT-
BusAM puctpodudeckoro B3I, 610 ycTaHOBIEHO, YTO
CYIIECTBEHHYIO JOMIO PACXONOB COCTABJIAIOT HElIpsIMble
3aTparhl, 0OYCTIOBIEHHBIE TIOCTOSTHHBIM Y4acTHeM dle-
HOB CeMbJI B yXofe 3a 6071bHBIM [22].

IMTomymo $pusmdeckux 1 MaTepuaIbHbIX TPYFHOCTeI, B
OKa3bIBaeT BBIPAKEHHOE IICUXOIOTIYECKOe BO3TEICTBIIE
Ha ceMblo. Popurenu nereit ¢ 9TuM 3ab60/IeBaHueEM 9acTO
XKVUBYT B YCTIOBUAX NTOCTOAHHOTO HAIpsKEHM, TPEBO-
T 32 COCTOsIHME pebeHKa, IMOIMOHATbHON YCTaIOCTI
" HeOOXOAMMOCTY HETIIPEPHIBHOTO KOHTPOJISE 32 YXOLOM.
B kayecTBeHHBIX MCCIEIOBAHNAX POACTBEHHUKN TAIN-
€HTOB OINJCBLIBAIOT HEOIlpe/le/IeHHOCTDb, OTPaHNYeHNEe
COIMANbHBIX KOHTAKTOB 1 SMOIIMOHA/IbHOE TIepeHaIpsi-
JKeHIe KaK IIOCTOSHHBIE 3/IEMEHTBI CEMENHOI KIU3HI [ 5,
18-20]. CaMmu marnyeHThl, B CBOIO o4epenb, HEPESKO VC-
IIBITHIBAIOT [IePEXXVBAHNA, CBSI3aHHbIE C 0COOEHHOCTAMMU
BHELTHOCTH, COLMAaNBLHON M30MALVEN U CTPAXOM CTaTh
[OTIOTHUTENbHOM TAXKECThIO [yid 6nmmskux (14, 21, 27].

C yueToM MHOrOCTOPOHHEr0 BIMAHUA B Ha manuenTa
U ero OKpY>KeHMe B IOC/IefiHIe oAbl Bce Oobliiee 3Ha-
YeHMe IMpuodpeTaeT U3ydeHUe KauecTBa XXU3HU I ce-
MeltHoro 6pemenu 3abonepanus. CoBpeMeHHBIe MCCIle-
[OBaHMA BCe 4Yallle OLIEHMBAIOT COCTOSHME He TONBKO
CaMUX IAaLMeHTOB, HO U POJMTeIIell, OIeKYHOB U OPYTUX
YIEHOB CEMbI, TIOCKO/IBKY MTOCTIEHCTBIUSI OOIE3HI MOTYT
3aTparuBaTh 3MOLVOHAIbHOE COCTOSHNUE, CeMeilHbIe
OTHOIIEHNUA, OPTAHN3AINIO eXEeJHEeBHOTO yXOfia 1 Ka-
4eCcTBO XXM3HU [6, 9, 10]. [l TaKoil OLleHKU MCIOMb3Y-
eTCs, B YaCTHOCTM, CIIeLVaIN3/POBAHHBIN OIIPOCHMK
Epidermolysis Bullosa Burden of Disease (EB-BoD),
IpefHAa3HAYeHHBIN /11 aHaNMM3a IICUXOIOTUYECKNX,
COLMANbHBIX, GU3MYECKUX U SKOHOMUYECKUX MOCIIeN-
cruit B g cembn [9]. B uccnepoBannnu A. Alheggi
U COaBT., HAIIPABJIEHHOM Ha KPOCC-KY/IBTYPHYIO alalTa-
I[VI0 JaHHOTO MHCTPYMEHTa, ObIIO II0Ka3aHo, YTO Hal-
6oree 3aMeTHO 3ab0/IeBaHMe OTPAXKAETCS Ha CEMEITHBIX
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OTHOLIECHNAX, SMOLVOHABHOM COCTOSHUM POJUTeIIel
U OpraHu3anuy exegHeBHOro yxozpa [10]. JanHble uc-
cnenoBanua QoL-REB Taxke cBUAETETbCTBYIOT O TOM,
4TO 60/, OTpaHNYeHNe IBVDKEHUIL, TOTPeOHOCTD B IO-
MOIIM OKPYXAWIUX U ICUXOTOTUYeCKIe MpobIeMsl
OCTAIOTCS BeRYIVIMM IPUYVHAMY CHIDKEHMS KadecTBa
SKU3HY IauyeHTos ¢ b [6].

Takum o6pasoM, uMeroIecs My6IMKaIMy TOKa3bIBAIOT,
4TO Gy/UIe3HBIIT SIMAEPMO/IN3 3aTParuBaeT He TOMbKO G-
3U9ecKoe 3[J0pPOBbe IAIVeHTa, HO VM OBCeHEBHBIN YXOf,
obydJeHNe, COIVANBHYIO afjalTalnIo, GIHAHCOBOE ITIONIO-
JKEHIe CeMbM U IICYIXOTIOIMYEeCKOe COCTOSIHIE ee YICHOB.
BmecTe ¢ TeM OCHOBHAs 4acTb MCCIeTOBaHNII IIpPOBefieHa
3a pyOexxoM, TOrfa KaK CBe[leHIs O CeMelTHOM OpeMeHn
B3 B poCCHITCKIIX CeMbAX OCTAIOTCA HEMHOTOUVIC/IEHHBIMU
[28]. Kpome Toro, B /MTeparype HEOCTATOYHO IPefiCTaB-
JIEHBI JJAHHBIE O PA3/IN4MAX CEMEJHOI HAarpysKy Ipy pas-
HBIX KIMHUYECKUX TUIIAX 3a00/IeBaHMsA, YTO OIpefieNsieT
aKTya/lIbHOCTb HAaCTOSIIIEl pabOoThL

Ilenv — M3yYUTH BAMsIHNE BPOXKAEHHOTO OY/II€3HOrO
SMIMIEPMONN3a Ha IOBCEIHEBHYIO XI3Hb CeMell, BOCIIN-
THIBAIOIINX JieTell C TaHHBIM 3a060JIeBaHMEM, C OLIEHKOII
¢buUsMYIeCKNX, COLMANbHBIX, PUHAHCOBBIX U IICUXOIOIU-
YEeCKMX KOMIIOHEHTOB CEMEHOI HarPy3KH, a TAKXKe IIPO-
BeCTY CPaBHUTE/IbHBII aHA/IN3 OT/Ie/IbHBIX II0Ka3aTeel
HALMEHTOB C IIPOCTBIM ¥ AUCTPOPUISCKUM TUIIAMM 3a-
6oneBaHysL.

Matepuan n metoabl

BrinonmHeHO monepeYHOe OTHOMOMEHTHOE aHKEeTHPO-
BaHJE CceMell, BOCINMTHIBAIONINX HeTell ¢ BPOXKIEHHBIM
Oy/IIesHbIM 3MUIepMONN30M. VIccmenoBaHme IpOBOAN-
7I0Ch B OT/ie/IeHnN iepMaronoruy u ajnepronorun GIAy
«HMMWII 3popoBbsa pereit» Munspapasa Poccun B nepu-
op ¢ despans no anpens 2025 1. B xavecTBe fomnonHu-
TeJIPHOTO MCTOYHMKA VHGPOPMALuy UCIIONb30BaUCh
KaTaMHeCTUYecKue CBefieHNs elepanbHOTO perucTpa
[ALMEHTOB ¢ OpdaHHBIMU 3a60/IeBaHMAMIA.

Tabnuya 1. Coyuanvro-meduyuncKue Xapakmepucmuxu oemeti ¢ 6p0oH0eHHbIM

Oynne3nvim SNUOEPMONUIOM U YCT0BULL UX NPOHKUBAHUS

ITokasaTens Aéc. %
Tun 3a60ne6aHus

IIpocroit 29 29,9
Juctpodudecknit 68 70,1
OcHosHoli yxanuearouuil

Martp 81 83,5
Orer 3 3,1
O6a popurens 12 12,4
Kunuugnote ycnosus

Ksaprupa 66 68,0
YacTHbIi foM 31 32,0
OtpenbHast KOMHATa y pe6eHka 74 76,3
Heo6x0a1MoCTh HOMOIIM ITPY HEePeBIDKEHUN 110 JOMY 7 7,2
Hanmnune afjanTanym >KMIoro mpocTpaHcTBa 7 72

38

B BBIOOPKY BOLIIM PORUTENN WIM 3aKOHHBIE IIPEACTa-
BUTENN JieTell 7—-18 €T ¢ MOATBEP>KIEHHBIM [IMarHO30M
BPOXXZIEHHOTO OY/I/IE3HOTO SMIePMON3a, AaBIie J06po-
BO/IbHOE MH(GOPMIPOBAHHOE COIIacue Ha ydacTue. B umc-
C/IefloBaHNe He BKIIOYA/IN CeMbl, OTKA3aBIIMecs OT aHKe-
TUPOBAHNA, a TAKXKe MALMEHTOB ¢ cuHApoMoM Kuupep
Y IOTPaHNYHOI POpMOIL OY/IIe3HOTO MUAepPMONN3a.
Vndopmannio cobupanu ¢ HOMOIIbIO paspaboTaHHOI
aBTOpaMM CTPYKTYPMPOBAHHOI aHKEThI, KOTOpas pac-
IPOCTpaHsIach Yepes demepaabHblil PErUCTp Mal{eH-
TOB C BPOXK/ICHHBIM OY/I/Ie3HBIM S PMOIN30M. 3aII0/-
HeHUe aHKeThI OCYILeCTB/LIN POIMUTENN MO0 3aKOHHbIE
IpefcTaBuTeny pebeHka. Bompocer aHKeTbI 0XBaThIBAIN
COLMaNbHO-feMorpaduuecKie JaHHbIe CEMbIL, XapaKTep
©XKE[HEBHOTO YXO/a, OTPAHIYEHNsI OBITOBOI aKTVMBHO-
cTU pebeHKa, 0COOEHHOCTU OOYYeHNA ¥ COLMATbHON
aflafiTalui, JOCTYIHOCTD CIIelManu3MPOBAHHON Mefu-
L[HCKOJ ITOMOIIY, (pUHAHCOBBIE PACXOZbI, & TAKXKE IMO-
LMIOHAJIbHOE 1 TICUXOJIOTMYeCKOe COCTOSTHIE PONUTENIelt.
O6paboTKy MMONTy4YeHHBIX AAHHBIX IPOBOAM/IN C IIPUMe-
HeHJEeM MeTOJIOB OIllcaTe/IbHON cTaTucTuku. Karero-
puanbHble TOKa3aTeNny OMMCHIBANIN C MICIIONb30BaHMEM
abCOMOTHBIX 3HaYeHNUI 1 goneit. s conocTaBieHns
TAHHBIX MEXJy TPYIIIaMI JEeTell C IPOCTON U BUCTPO-
¢uueckoit GpopmMamMu BPOXKFEHHOrO OY/I7I€3HOTO 3MNU-
mepMonusa nmpuMeHsy Kputepuit x> Iupcona. Ilpn
OXKVJaeMOJT YMCTIEHHOCTH HAO/TIONeHNIT MeHee IISITI UC-
MI0/Ib30Ba/IN TOUHBIN KpuTepuit @umiepa. Pasnmans pac-
LIEHMBA/IM KaK CTaTUCTUYECKM 3HaunMble ipu p < 0,05.
Pabora mpoBefieHa ¢ COOMIONEHEM ITUYECKUX TIOJIO-
>)KeHMI1 XenbcMHKCKOM meknapauuu. IIporokon mccne-
TOBaHMSA IONYYMI OfOOpeHIe TOKATbHOTO ITUYECKOTO
xomutera HMMUII 3spopoBbs pereli. Bece ydacTHuKM uc-
CIIeOBaHMs MOJIICATIN TOOPOBOIBHOE MHPOPMUPO-
BaHHOE COITIaCHe Ha y4acTHe B MCCTIEJOBaHUN.

Pe3ynbratbl

B uccnepopanun npuHaAnm yyactue 97 cemeit, B KOTO-
PbIX BOCIUTHIBA/IN [ETEN C BPOXK/IEHHBIM Oy/II€3HBIM
SNUAEPMONN30M. Y OOJblileli YaCcTU MalMeHTOB OBl
YCTaHOBJIEH JUCTPOdUYECKMIT BapUaHT 3a00IeBaHMA —
70,1%; mpocToit Tun b9 ormevanca y 29,9% pereii.
Menuana BospacTa 00C/IeqOBaHHbBIX COCTaBUIa 12 JIeT.
B nopasnAomeM 60NIbIIMHCTBE CeMeEN MOBCENHEBHBIN
YXOJ 3a peOeHKOM BBINOIH:ANA MaTh — 83,5%. O6mue
MeVKO-COLMaIbHbIE TAaHHBIE O MAIlMeHTaX M UX CEMbsX
IIpefCTaB/IeHbl B Ta6L. 1.

ITonyyeHHBIE JJaHHbIE YKa3bIBAIOT HAa 3HAYUTE/NbHYIO
MTOBCEHEBHYIO HaTPY3KY, CBA3aHHYIO C KIMHNYECKUMU
nposiBfieHusMu 3a60neBanms. Tak, IPOJOKUTENBHOCTD
OZHOII epeBsA3kn ¥ 69 (71,0%) OmpoIIeHHbIX COCTaBIIA-
eT MeHee OffHOro 4aca, y 13 (12,9%) — MeHee OHOTO-ABYX
4acoB, y 8 (8,6%) — mBa-Tpu daca, y 7 (7,5%) - 6onee
Tpex 4acoB. Y OONbUIMHCTBA JleTell OTMeYanch 6ob,
OTpaHNMYeHNs aKTMBHOCTY, HapYIIeHN IIpyeMa IINIIN
U HeOOXOVIMOCTh CUCTeMAaTU4eCKMX IepeBssok. Haps-
Iy C 9TUM BBIABIIANNCh TPYFHOCTY COLMANBbHON ajjam-
TALMI: PETYIAPHO OOLIAIOTCS CO CBEPCTHUKAMM JINIIb
50,8 (60,4%) pmeteil, OrpaHMYEHHBINI KPYT OOIIeHUA —
y 30 (30,6%), uer npyseit BHe cembyu — V 8 (8,2%). IIpo-
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OpuruHanbHble CTatbid

©6/1eMbI, CBA3aHHBIE C JOCTYIIOM K IIepeBA30YHBIM MaTe- Tabnuua 2. Knunuueckue, 6oimosvie u coyuanvHvie KOMIOHEHMbL HAZPY3KU
puanam, orMeTwn 56 (57,7%) poputeneit. [IpenaTcTBUsS 6 cembax Oemeii ¢ 6pOANcOeHHbIM OYNIIE3HbIM SNUOEPMOTUIOM

IIPY [IO/TyYeHMH CIIeLATM3MPOBAHHON IIOMOLY, B YaCT- | [Joxasartens Abe. % IMoxasarens Abe. %
HOCTHM PacCTOAHME IO CTel[MaTu3NPOBAHHOTO IIeHTPa

6omnee 100 kM, ykasamu 30 (30,9%) ONpOLIEHHDIX, BbIES Dusueckoe Gpemst Popma oGy erust

B IPYTOJl peTMOH OffH-/IBa pa3a B Tof — 43 (44,3%). IIpn  ®usmdeckas 60mb 82 84,5 Oumnaz 72 74,2
9TOM [IOCTYNHOCTBIO CTIELMATMSUPOBAHHOM MOMOIM  (ypanyuene 5 55 | 8 g 10 103

TIO/THOCTBIO yZIOB/IeTBOPeHbl 33 (34,1%) ONPOUIEHHBIX,  ponpipKHOCTY
JaCTUYHO yHOBIeTBOPeHbI — 52 (53,8%), He yIOBIETBO-

pensl — 12 (12,1%) omporenubix. CBefeHMst 06 OCHOB- Hapywenus npuema >7 58,8 JlucranumonHas 7 72
HBIX KOMIIOHEHTaX CeMeJTHOro OpeMeHU IpefCTaB/IeHbI v

B Tabm. 2. Yacmoma nepesasok He o6yyaroTcs o 2 2,1
AHanus 0TBeTOB pofuTesieli IoKas3al, 4To 3abo/eBaHue OT- O IO OB

PpaKaeTCs HE TOIbKO Ha MEAVIIIMHCKIUX U OBITOBBIX aCIIeK- E>xemHeBHO 43 44,1 OcHo8HAas npuuUHa 02panuueHus docyea
TAxX JKU3HH CEMBM, HO M Ha €€ MATEPHA/IHOM HONOXKEHIM.  FEmse 18 183  Ousmueckoe 48 495
ITo4dTy y monoBMHBI pECIOHIEHTOB IOC/IE YCTaHOB/IEHNUA COCTOSHIIE

IIVIarHO3a pe6eHKy CHUSWIICA CeMeJTHbII JOXOM, TaK KaK Co-

IOCTaBMMas JOIA CeMeil COOBIIIA O IIPeKpaIlieHiy Tpy-  ABa Pasa B Heflemo 9 9,7 Bosstb Gonn o | 1S
JIOBOJI ESITEIBHOCTY OIHUM 13 PORMUTeENIelt 13-3a He06X0-  OpuH pas B HeIeo 17 17,2 OrcyrcTBue 12 12,4
IVIMOCTY ITOCTOSTHHOTO yxogia. IIcuxomorndeckas Harpyska HOXOIAIINX

TaKoKe OblIa BBIPAXXEHHON: OOJIBIIVHCTBO yYaCTHUKOB nporpamMm

YKasbIBa/ly Ha 3MOLVIOHA/IbHbIE TPYFHOCTH 1 IIPOSABIIEHNA

BbIropanus. [Ipu sToM 3HaYMTENbHAA YaCTh pOIUTENENL CO-  Tabauya 3. PuHAHCOBbIE U NCUXONIOZUHECKUE NOCTIEOCBUS 30001e6aHUS OIS cemeil
XpaHs/Ia YBEPEHHOCTDb B TOM, YTO CIIOCOOHA 00ecrednTd — Oemeti ¢ 6POIHIEHHbIM BYNIeSHOIM SNUOEPMONUIOM

peGenKy HeoOXOmMMbIii yXOfi. [laHHbie 06 SKOHOMIMHECKUX 3yomommueckoe Opems, A6c. % Ilcuxonormueckoe 6pemss, A6c. %

U TICUXOIOTMYeCKMX IIOCTIENCTBUAX 3a00/IeBaHVs NIPENi-  pokasaTend TR,

CTaBJIeHBI B TaOL. 3.

Comnocras/eHne TPYIII C IIPOCTBIM ¥ AUCTPODUUECKIM Cripkerne goxofa cempu - 44 45,1 TSMOI;VSZIT{;H bipie CE
TMIaMu b9 moxasano HanmMume CTaTMCTUYECKM 3HAYM- PYA
MBIX Pa3/IM4Mii IO OTPAHMIEHHOMY YMCITy IaPAMETPOB.  [l0XOJL He M3MeHMICA 43 44,0 OwmouyoHanbHOE 65 670
Hapymenusa nmpuema nuinyu CymieCTBEHHO Yallle peru- ERINOPAHIE
CTPUPOBANNCD Y JieTell C JUCTPOPUIECKNM TUIIOM 33-  J[0XOJ YBEMMUMIICS 10 11,0 Tlomywator 29 299
6oneBanns: 73,5 mo cpaBHeHMIO ¢ 24,1% npy mpocToMm TIICHXO/IOTMYECKYIO
tune (p < 0,001). Kpome Toro, npu guctpoduieckom TIOMOIIb
B3 nepesssku f’aHMMaHM 6onpuue Bpemenn (p = 0,005). IToTepst paboTHI OTHUM 48 49,5 BO3MOXXHOCTDb perynapHo 57 58,8
B cembsx fieTeil C IPOCTBIM TUIIOM 3a00/€BAHNUA YAILE 3 ponuTenelt OTITBIXATh
OTMeYa, YTO MPYU XOPOLIeM COCTOSTHUM pebeHKa BO3-

b p b o Pacxoppr 5000- 43 44,0 IlomHOCTBIO YBEpEHBI 67 69,2
MO>XHO CHM3UTD YacTOTY nepeBA3okK: 79,3 mportus 50,0%

10 000 py6/mecsry B CIIOCOOHOCTI

(p = 0,007). ITo ppyrum oLeHNMBaeMbIM XapaKTePUCTH-

< yXaK1BaTh 32 pebeHKOM
KaM JIOCTOBEPHBIX MEXTPYIIIOBBIX Pa3/INIMil IOTyIeHO

He 66110 (Ta67. 4). Pacxoppl 6071€ee 16 16,5 IlomHOCTBIO 27 27,5

20 000 py6/mecsry YHAOBNIETBOPEHDI )KU3HBIO
OGCVMAeH"e OTcyTcTBME COLMANBHBIX 23 24,2 CoBMeIaIOT yXOf, C 43 44,0
ITony4enHble JaHHbBIE CBUJIETENBCTBYIOT O TOM, YTO  BBIILIAT caMopeann3anue

Oy/Ie3HBIT SIMMAEpMONN3 XapakTepusyercsa 6peme-

HeM, OXBATBIBAIOUIMM MEJULVHCKYI0, OBITOBYIO, ICU-  Tabnuya 4. Cpasnenue omdenvubix nokazameneii cemeiinozo 6pemenu
XO3MOLVOHA/TbHYIO, COLMANTbHYI0 ¥ 3KOHOMMYECKYIO npu npocmom u oucmpoduseckom munax 6ynnesnozo snudepmonusa, %
cdepbr. BospieiictBue 3a60/1eBanys He OTPAaHMYMBAET-  [[oxasarens Hpocrofi tun  Mucrpoduwseckmit  p
Cs1 COCTOSTHMEM CaMOTO pebeHKa, a paclpOCTPaHSETCS -

Ha ITOBCeHeBHOE (PYHKIMOHUPOBAHUE CEMbU B L[ETIOM.

AHanOruYHble HAGMIOfEHNs TIPECTABEHbl B 3apybex- | 1aPYIICHIA NpUeNa miu 2l s < 0,001
HBIX MCCIETOBAHMAX, ITOCBAIIEHHBIX OlleHKe CeMeMHBIX  [IpofomkuTenbHOCTh 96,4 60,0 0,005
u conyanbHbx mocnenctBuil B, Tak, mpu paspaboTke — MePEBA3KM MeHee OfHOTO Jaca

u Bamupusanuy onpocHuka EB-BoD 6b1I0 MOKAa3aHO,  BosmoHOCTH yMeHbIIeHMs 79,3 50,0 0,007

41O 3a60/I€eBaHMe OKa3blBaeT Cyme€CTBEHHOC BIMAHNE YacCTOTBI IIEPEBA3OK

Ha 5MOIIJMOHA/IbHOE O6/TarONoyyyie pORUTeNell, BAYTPU-  TIpM XOPOITeM CAMOIYBCTBUH
ceMejiHble B3aIMOOTHOLIEHN, YPOBEHb COLMANBHON  pebeHka

AKTMBHOCTY U PMHAHCOBOE IOIOKeHNe ceMbl [9].
Cy1ecTBeHHBIM KIVHIYECKUM IPOSIB/IEHNEM, BbIAB/IEH-
HBIM B HACTOSAIIEM UCCIENOBAHNMN, ABJIAICA OOIEBON CUH-

Dusuyeckas 607b bes pasmuunit  bes pasmuunit 1,000

OcTanpHble TOKa3aTeNnn bes pasmuunit = bes pasmnunit > 0,05

[lepMaToBeHeponorua u 1epMaTokoCMeTonorus
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npoM y geteit ¢ b9. bomb orMeuanace 6omee yeM y 80%
IAIMIEHTOB U BbIABIIAIACH HE3aBUCUMO OT KIMHIYIECKOIO
BapuaHTa 3aboneBanus. IlomydyeHHble pe3ynbTaThl CO-
[JIACYIOTCA C JAHHBIMMU 3apyOeXXHOTO CHCTEMATNIeCKOro
0030pa, BKIIOUNBLIETO 12 MccnegoBaHmit u 745 manyeH-
TOB, B KOTOPOM 00JIb PACCMATPUBAIACh KaK OIVH U3 KITIO-
YeBbIX (PAKTOPOB, ONPEENANINX CHIDKEHIE KauecTBa
xusuy npu B [7]. bauskue mo copep>KaHNIo BBIBOABI
[IPEfCTABIEHBI B CUCTEMATUYECKOM 0030pe, TOCBSIIeH-
HOM OpeMeHH PeljeCcCUBHOTO AUCTPOo¢uIeckoro Oyes-
HOTO 3MI/ePMO/IN3A, — YBeNYeHyie VIOV OPaXKEHNS
KOYXI U PAHEBBIX TIOBEPXHOCTEI aCCOLUMPOBATINCD C Ha-
pacTaHyeM BBIPaXXeHHOCTH 60N ¥ OrpaHndeHneM QyHK-
LIMIOHAIbHBIX BO3MOYKHOCTEN ManueHToB [29].

B Hacrosieit pabote 60s1ee IOIOBIMHDI POANTENEN CO06-
VTN O CHYDKEHUY [IBUTATENBHON aKTUBHOCTI PebeHKa,
a TaKKe 0 HaJIM4YMY 3aTPYAHEHMUI, CBA3aHHBIX C IpLe-
MoM muiy. Hanboree yacto HapyuieHNs TUTaHNS PEru-
CTPMPOBAINCDH ¥ MALNEHTOB C AUCTPODUIECKMM TUIIOM
b3. [laHHOE Hab/IIOfIeHMe COOTBETCTBYET CBEICHNAM JIU-
TepaTypPhl, COITIACHO KOTOPBIM UCTpoduaeckie GpopMbl
3a00/1eBaHMs Yallle COIPOBOXKAAIOTCS BOBIEYEHEM CIIHU -
3UCTHIX 0607109eK, popMupoBaHueM pyOIIOBBIX M3MeHe-
HUIT, pa3BUTUEM HYTPUTUBHBIX HAPYLIEHWII U B [}eIOM
60s1ee TAKENBIM KIMHUYECKUM TedeHueM (3, 11, 12].
HecmoTpst Ha 3HAYNTENBHYIO KIMHNYECKYIO BBIPAKEH-
HOCTb 3a00/1eBaHysA, OONBUINHCTBO JeTell COXPaHAIN
BO3MOXXHOCTD ITOCeIIaTh 0Opa3oBaTenbHble YUpexe-
HUSA B OYHOM (opMaTe U B3aMMOLEICTBOBATD C POBEC-
HUKamn. BMecTe ¢ TeM y CyI[eCTBEHHOI YacTH MALVeH-
TOB, IO JAHHBIM POJIUTENEl, HAOMIONATOCh OTPAHMIEHE
COLIA/IbHOI aKTUBHOCTH, B IIEPBYI0 oYepenb 06yCIoB-
JIEHHOe 0COOEHHOCTSIMYU COMATIYECKOTO COCTOSIHMSA pe-
6eHKa. I pe3y/IbTaThl COOTHOCATCS C JAHHBIMU MCCIIe-
[OBAHNII, IIOCBSAIIEHHBIX Ka4eCTBY XXIU3HM IAL[MEHTOB
¢ B3, B KOTOPBIX CHIDKEHME COIMATBHON aKTUBHOCTH,
OrpaHMYEHHOE y4YacTye B CIOPTUBHBIX M LOCYTOBBIX
BUJIaX [ESITEbHOCTH, a TAKXKE 3aTPYLHEHNs B OOIeHIN
CO CBEPCTHMKAMM PAacCMATPUBAIOTCS KaK 3HAYMMBIE
KOMITOHEHTHI 0011iero 6pemenn 3aboneBanms [7, 14-17].
Oco06yI0 3HAYMMOCTb MMEIOT BOIPOCHL JOCTYITHOCTH
CIIeLaISMPOBAHHOM MENUIIHCKOI TOMOLIY 1 Pery-
JISIPHOTO OOecredeHys IepeBA30OYHBIMYU CPENCTBAMIL.
Hedurur npodunpHOro HabMIOEHMS U PACXOIHBIX Ma-
TEpUAJIOB OIMCAH B MYO/IMKALMAX ABTOPOB U3 Pa3/Ind-
HBIX CTPaH, B TOM YJC/Ie C XOPOLIO Pa3BUTOI CUCTEMOI!
3opaBOOXpaHeHMs. B MeXXAyHapomHBIX paboTax C OLjeH-
KOJI COL[MaIbHO-9KOHOMIYECKIX TIOCTIECTBIUI OpeMeHn
B3 TakXe aKLeHTUPYyeTCsI BHIMAaHME Ha 3HAYUTEIbHBIX
OPSAMBIX M KOCBEHHBIX 3aTparax cemeil. OCHOBHBIMU
¢dakTopamMu GUHAHCOBOIL HATPY3KU ABJAITCA HEO0OXO-
IMMOCTD B CIIELMANN3MPOBAaHHOM MEIMUI[MHCKOM YXOfe,
pery/sipHOe MpoBefeHIe IePeBsI30K, a TAKXKe IIOCTOSH-
HO€ TIPUOOpeTEHNE TOPOTOCTOAINX PACXOLHBIX MaTe-
puanos [22-26, 30].

[Tory4eHHbIe HAMU CBEIEHNUS O CYLECTBEHHBIX BPEMeEH-
HBIX 3aTpaTax Ha POBeJeHNe IEPEBSI30K COIMACYIOTCS
C pesymbTaTaMu 3apyOeXXHBIX UCCAELOBAHMIL. SHAUM-
TeJIbHOM JAaCTU MaIlIEHTOB Tpe6yeTc;1 e>XeITHEeBHBIN IIe-
PEBSI30YHBIIT YXOH, IPY 9TOM IIPU TSDKEIBIX BapUaHTax

3a60/IeBaHNUs €0 IPORO/DKUTENBHOCTD MOXKET JOCTH-
raThb HECKO/IbKMX 4acoB [22]. B HacTosmem mccnegosa-
HUM BpeMs, 3aTpadlBaeMoe Ha MepeBA3KH, ObUIO CTaTh-
CTUYeCKM 3HAYMMO BBIIIE Y JieTell ¢ AUCTPOPUIecKIM
tunoM B 1o cpaBHeHMIO C MALMEHTaMM, MMEIOLIMI
MIPOCTON THH 3a00/€BaHYS.

ORHUM U3 BOXHBIX MTOTOB PabOTHI CTAJI0 YCTAaHOBJIEHNE
BBIP2)KEHHOTO 9KOHOMUYECKOTO BIMAHMA 3a00IeBaHUA
Ha cemblo. [louTy KaXkfiplil BTOPOI pOAMUTEND OTMETIII
CHIDKEHJe CeMeITHOrO 0XOfa IoC/Ie TOCTAHOBKY JMar-
Ho3a pebeHky. KpoMe TOro, B OTHeNbHBIX CeMbsIX He00X0-
AMMOCTb IIOCTOSTHHOTO yXOZa 3a IallMieHTOM IPVUBOAMIA
K IIPEKpalleHNI0 TPYLOBOI AEATeTbHOCTY OJHUM U3 PO-
nuterneii. ConocTaBuMble TaHHbIE IPENCTABICHDL B €B-
POIIETICKOM MCCIIeNOBAHNN COLMA/IbHO-9KOHOMIIECKOTO
6pemenn gucTpodudeckoro b9, rie cymmecTBeHHasA KON
COBOKYIIHBIX 3aTpaT IPMUXOAVIACh Ha HENpPAMBIe PacXo-
I, 06YCTIOB/IEHHBIE YTPATOII TPYAOBOIL 3aHATOCTY POJM-
TejIelt 1 AINTENbHBIM YXOHOM 3a pebeHKoM [22, 26].
ITony4eHHbIe pe3y/lbTaThl YKa3bIBAIOT HA 3HAYUTE/Ib-
HYI0 ICUXO9MOIMOHAJIbHYI0 HAarpy3Ky, UCHBITHIBA-
eMyo poautenamu peteit ¢ b3. bonee yeM y fgByxX
TpeTell OIPOIIEHHBIX OTMEYaNTNCh 3MOIMOHAIbHbIE
3aTPYAHEHNs ¥ IPOSBIEHUS POJUTEIBCKOTO BBITO-
pauus. JIns poACcTBEHHUKOB HaleHToB ¢ B 3abo-
JeBaHMe CTAaHOBUTCSA He OTHETbHON MeIUIMHCKOIN
mpo6IeMoii, a YaCTbI0 MOBCETHEBHOI XXU3HU CEMbMU.
Y4acTHUKM MCCTIEeNOBAHNUA UCIBITHIBAIN TPEBOTY 3a
pebeHKa, HAKOMIEHHYI0 YCTA/lIOCTh, HEOMpeHeleH-
HOCTH B 6yAyIeM, 4yBCTBO M3OJLUY U IOCTOSIHHOE
SMOILMOHAJIbBHOE HaIpsDKeHMe 13-3a HeOOXORMMOCTH
IIOCTOSIHHOTO yX0fa 3a 60nbHBIM pebeHKoM [18].
[Toxoxme HabMOEHMsI IPUBEMIEHBI B HOPBEXKCKOM JC-
C/IeJOBAHVI: PORUTEN OIVCHIBA/IY YXOZ He TONIbKO KaK
(usudeckn TPYRHBIN, HO U KaK IICUXOTOTMYECKN TsXKe-
JIBIIT TIpoLiecc — 60/Ie3HEHHbIe MPOLEAYPHI IPUXOAUTCA
BBIIIOJTHATD PETyIAPHO, IPU 3TOM pebeHOK JO/DKEeH Ipo-
[O/DKAThb JOBEPATh TOMY B3POCIOMY, KOTOPBIIT UX HPO-
Bogut [19].

OMoIVIOHaIbHOE HAIIpsIKeHMe He ABJIAeTCA 6e3yCIoB-
HBIM MHJVIKaTOPOM POIMTENbCKON HEKOMIIETEHTHOCTIL.
Pe3ynbpraThl IpOBENEHHOTO MCCIETOBAHNS JEeMOHCTPU-
PYIOT, UTO, HeB3Mpasi Ha BBICOKUIT YPOBeHb CTpecca
U IICUX03MOLMOHA/IbHYIO MICTOIEHHOCTD, TOJABIIAIOIee
6OJIBIIMHCTBO PECIIOHAEHTOB COXPAHAIOT YOKIEHHOCTD
B COOCTBEHHOI CIIOCOOHOCTI 9 (PEKTVBHO BBHIIOMHATD
ponputennsckue Gyukunu [9, 10]. BepostHo, B Takux ce-
MBSIX IIOCTENEHHO BBIPaOaTHIBAIOTCS COOCTBEHHDIE CIIO-
CO6BI TPUCIIOCO6TIEHS K 3a60/IeBaHNIO, 0COGEHHO KOTIa
YXOJi CTAHOBMTCS AJIMTENIbHOI Y HeM30eXKHO 4acTbIo
XKV3HIL.

CreyeT OTMETHUTB, YTO IO OOJIbIIIEIT YaCTU TICUXOIOTHU-
4eCKIX U COLIMATbHO-9KOHOMIYECKMX [I0Kas3aTeseil pas-
MYV MEXIY TPYIIaMy He JOCTUTA/IU CTaTUCTIIeCKOI
3HauuMocTu. I1pu auctpoduyeckom tumne b nertn vyarme
CTa/IKMBAINCDh C HAPYIIEHUAMM UTAHNA, a IEePEBA3KU
3aHMMasu 6onbie BpeMeHn. [laxke MeHee TsDKemas Kin-
Hudeckas Gopma 3ab0meBaHMs He MCKIIOUAeT Cepbes-
HBIX TPyHZHOCTeN A poputeneii. Ha xauecTBO XMsHu
CeMbM BIUAET He TONbKO TSDKECTh KOXKHBIX MOPaXKeHUIA.
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Baxxusl u gpyrue o6CTOSITENBCTBA: HEOOXOLUMOCTD
©XeHEBHOTO YXO/Ia, 3aBUCUMOCTb OBITOBOrO PACHOPSA-
Ka OT COCTOsIHMSA pebeHKa, OrpaHMYeHNs B IIAHUPOBa-
H1Y, QMHAHCOBBIE PACXOJBL.

[TonydyeHHbIe pe3yIbTaThl IO3BOJISIOT PACCMATpPUBATh
B3 mupe, 4eM TONBKO HACTEHCTBEHHYIO IIaTOMOTUIO
koxu. [lna pebeHka 9TO XpoHUYeCKOe 3aboneBaHue
C IOCTOSIHHBIMY MERMIMHCKMMU ¥ OBITOBBIMM OTpa-
HIYEHUAMI, a J/IS1 CeMbl — OpeMsi /INTEIbHOTO YXOa
¥ TIOCTOSTHHOTO KOHTPOJISI COCTOSIHUS pebeHKa ¢ Heob-
XOJVIMOCTBIO IIePECTPOIIKY IIPUBBIYHOTO 06pasa XIU3HIL.
[T09TOMY MOMOIb TAKUM MALVIEHTaM U UX PORUTENAM
He JO/DKHA CBOAMTBCS TOMBKO K HAGTIOLEHNIO Y IpO-
¢bunpHBIX cHenuanuctos. Tpebyercs: cucteMa compo-
BOX/IEHNS, B KOTOPYIO BXOAST MENULMHCKAS TOMOLLb,
IICHXOJIOTMY€eCKast TIOAAEP>KKA, COLMATbHOE KOHCY/IBTH-
pOBaHMe U Mepbl, yMeHbLIaoe (pUHAHCOBYIO HATPy3-
Ky Ha CeMbIO.

3aKnioueHue

bynnesHslli snupepMonu3 3HAYUTETbHO BIUSIET
Ha >KI3Hb Bceil ceMbl. ITo 3aboneBaHue TpebyeT MHO-

Nureparypa

OpuruHanbHble CTatbid

CTOSIHHOT'O YXOfIa 32 peOEHKOM, PeTy/LIPHBIX IepeBA30K,
KOHTPOJIA NMUTaHUA, OTPAaHMYEHNUs OTHE/NbHBIX BUJOB
AKTMBHOCTM ¥ 3HAUYUTENbHBIX YCU/INIAL CO CTOPOHBI PO-
purenent. IToMmnMo MeJUIMHCKUX TPYJHOCTEN, CEMbU
CTA/NIKMBAIOTCA C 9MOLVOHA/IbHBIM HaIpsKeHMEM, O-
IIO/IHUTE/IbHBIMI PAacXOfiaMI ¥ He0OXOAMMOCTBIO Iepe-
CTpayBaTh IPUBBIYHBII 00pa3 KU3HU. Pasmunsa Mmexay
KIMHIYeckyMy Tunamy b9 Hamnboree oTYeTIMBO IPO-
SBIIANINCh B HAPYIIEHMSAX NMUTAHUS U 00beMe yXofa.
BmecTe ¢ TeM ICUXONIOTMYECKIE U COLMANIbHO-3KOHOMMU -
YyecKyle IIpoOIeMbl ObUIM XapaKTepHBI 1A ceMeil eTeil
¢ pasHbIMu popMamy 3aboneBaHMA. DTO IIOATBEPXKAAET
He0oOXOIMMOCTb KOMIUIEKCHOTO COIMPOBOX/IEHV TallN-
eHTOoB ¢ bD u ux popuresneli, BKIoYas ClelnaaN3UPO-
BAHHYIO MEJUIMHCKYIO, IICUXO/IOTMYECKYIO ¥ COLMATIb-
HYIO TIOMOIIb.

Kongpnuxm unmepecos. Asmoput 3asensom
06 omcymcmeuu KOHPAUKMA uHmMepecos.
Qunancuposanue. Asmopul 3a167410M

00 omcymcmeuy HeuiHe20 PUHAHCUPOBAHUS
npu nposedeHul UCCIE008aHUSL.
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Inherited epidermolysis bullosa (EB) is a rare hereditary disease in which involvement of the skin and mucous
membranes requires constant care and markedly changes the family’s usual way of life.

Purpose. To assess the impact of inherited epidermolysis bullosa on the daily life of families raising children

with this disease, and to compare selected parameters in simplex and dystrophic types of EB.

Material and methods. A cross-sectional survey was conducted among 97 families of children with inherited
epidermolysis bullosa aged 7-18 years. The questionnaire was completed by parents or legal representatives. Daily
care, limitations of the child’s activity, education, social adaptation, access to specialized care, financial expenses,
and the psychological state of parents were assessed. Pearson’s x* test and Fisher’s exact test were used to compare
the groups; differences were considered significant at p < 0.05.

Results. Dystrophic EB was diagnosed in 70.1% of children. Physical pain was reported in 84.5% of patients,
eating difficulties in 58.8%, and limited mobility in 53.6%. Eating difficulties were more common in dystrophic
EB than in simplex EB: 73.5 versus 24.1% (p < 0.001). Children with dystrophic EB also more often had

longer dressing procedures (p = 0.005). A decrease in family income after diagnosis was reported by 45.1%

of parents, and job loss of one parent by 49.5%. Emotional difficulties were reported by 70.1% of respondents,
and signs of burnout by 67.0%. No significant differences between the groups were found for most psychological
and socio-economic parameters.

Conclusion. Inherited epidermolysis bullosa creates a pronounced family burden affecting medical, household,
financial, and emotional aspects of life. Families need not only specialized medical care, but also psychological
and social support.

Keywords: congenital epidermolysis bullosa, children, family burden, quality of life, parents, psychological stress
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