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Bctyn. MpakTuka nikapa cimeinHoT MeAULMHN BUMara€ 3HaHb 3 6araTtbox MejuyHmux
cneuianbHocTen Ta ocobnmBocTen nepebiry 3axBoproBaHb, AK y AOPOCAUX, TaK iy AiTen.
XBOpOMY 3 MPOABaMM COHAYHOTO NepPeonpPOMiIHEHHSA Bif JliKapA NOTPi6Ha He TiNlbKK Jonomora B
NoserLweHHi NPosBiB XBOpoOY, a i B NpaBUSIbHOI fiiarHOCTULi 3axBoptoBaHHA. Cepef 3BNYaHKX
boTofepmaTosiB, AKi XapaKTepusyloTbCA YPaKeHHAM TiNbKWU WKipKW, Ha Npuinomi y nikapsa
3aranbHOi NPakTUKM — CIMENHOT MeAULIMHI MOXYTb OKa3aTncA AiTh 3 NposBamMy GOTOUYTINBOCTI,
AKa 06yMOBNeHa CNaakoBMM CTaHOM — XBOpOo6amu, Lo MOB'A3aHi 3 NOpyLEHHAM npoLiecis
penapauii IHK.
Merta. [MprBepHYTK yBary nikapis 3aranbHOi NPaKTUKN — CiMeNHOI MeAULNHN [0 PaHHbOI
CBOEYACHOT [iarHOCTUKM TPynu 3aXBOPIOBaHb, 3yMOBNIEHUX 3HMXEHHAM penapaTuBHOI
moxnueocTi AHK y KniTnHax ana nonepepxeHHA NporpecyBaHHA NaTONOrYHOro npouecy.
Pe3ynbrati. BupaxeHa ¢oTouyTnmBiCTb CnocTepiraeTbca NPy NirMEHTHIN Kcepohepmi, CUHAPOMI
Bbnyma, cuHpgpomi KokkerHa. MposABu 3axBoploBaHb CNOCTepiraloTbca y nepLui mMicaui XuTTa
ANTUHW. BigmivyaeTbca GoTouyTnmBicTb HaBiTb NicnA MiHiManbHOro Y®-onpomMiHeHHs.
BrncHoBKW. PaHHA cBO€YacHa AiarHOCTUKa L€l rpynu 3axBoploBaHb AO3BONUTL NonepeanTn
nporpecyBaHHA NaToONOriYHOro npotecy, 3anobirt Po3BUTKY iHBaNiAHOCTI Ta NOKPaLWUTb
AKICTb XUTTA ANTUHN.
Kntouosi cnoa: $poTouyTnuBi AepmaTosu, nikap CiMenHOi MeanLMHN, AiarHOCTMKA CNagKoBMX
3aXBOpIOBaHb, NopyLleHHA penapadii IHK, nepmatoseHeponoris.

BCTYN

3 HacTaHHAM BeCHU, Ha NpUoMi Y nikapA-AepmaToBeHeposiora 36iNblWyeTbCA KinbKicTb
MavLieHTiB 3 NPoABaMM XBOPOO, LLIO BUHUKAIOTb Mif BMAIMBOM aKTVIBHOTO COHAYHOMO OMPOMIHEHHS
- ¢poTopepmaTosn, poTOiHAYKOBaHI 3aXBOPIOBAHHA, CMafKoBi 3aXBOPIOBAHHSA 3 BUPAXKEHOI0
doTouyTnmBicTio. A B Mexax pedopmMn OXOPOHM 340POB’sl - NepeopieHTaLil XBOPOro Ha
cimeliHOro nikapsA — Ui XBopi 3'ABNATbCA Ha NPUNOMI JliKapa 3aranbHOI NPaKTUKN — CIMENHOI
MeAnLNHN.

DdoToaepmaTosu — Lie rpyna 3axBOpioBaHb, AKi 3yMOBJIeHi MiABMLLEHO Yy TNMBICTIO WKipK
[0 COHAYHOTO (iHOAi iHWNX BUAiIB) ONPOMiHEHHSA (2). KniHiuHi npu3Haku BCix poTogepmaTtosis
MOXXHa OXxapaKTepu3yBaTu fAeKinbkoMa o3Hakamu. lo-neplue, 3aXBOPIOBaHHA BUHMKAE Mif
BNIMBOM fii yNbTpadionetoBoro (COHAYHOro) onpoMiHeHHs, HalyacTile nepeonpomiHeHHs
(1), TO6TO, KONIM NALlIEHT 3HAYHMIA YaC 3HAXOAMBCA Ha BiAKPUTOMY COHL. Mo-Apyre, 3arocTpeHHsA
3aXBOpPIOBaHHA TPUBAE Y BECHAHO-NITHIN Nepioa. Mo-TpeTe, NpoABY 3aXBOPIOBAHHA BUHUKAIOTb
Ha BIKPUTUX AiNsHKaX — WKipa 0611yysa, fekonbTe, KUCTY, Nepeannivus. Mo-yeTsepTe, 3HMKAE
3aXBOPIOBAHHA NiCNA 3MEHLUEHHA COHAYHOI aKTUBHOCTI. Ane KNiHiYHI NpoABM 3aXBOPIOBaHb, LWLO
CNPOBOKOBaHi ynbTpadioneToByM OnpoMiHEHHAM, Pi3Hi: Bif MOHOMOPGHOI BUCUNKN Y BUTNIARI
YPTUKapIiA, WO xapaKTepHa 4S8 COHAYHOI KPOMUB'AHKM, A0 NONIMOPGHMX BUCKMaHb: Nanynu,
ypTrKapii, Beaukynu — npu nonimopdHomy dotoaepmatosi. [leaki potonepmatosm LWBMAKO
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3'ABNAIOTLCA Ta WBUAKO 3HMKAIOTb, IHWMM — ANA NOSBW HEOOXiAHWUIA GiNbLL TPUBANUIA TEPMIH,
BOHW MOCTYNOBO MOXYTb OOTSXKYBaTUCA B CBOEMY nepebiry Ta 3anvwati nicnsa cebe py6ui,
rinepnirmeHTauito, atpodito.

Mera. MNpuBepHyTH yBary nikapis 3araibHOi NPaKTMKMN — CIMENHOT MeAVLUHNA A0 PaHHbOI
CBOEYACHOT [iarHOCTUKM FPynu 3aXBOPIOBaHb, 3yMOBNEHUX 3HMXEHHAM penapaTuBHOI
moxxnmeocTi [IHK y KnitTuHax ana nonepepeHHA NporpecyBaHHA NaToONOriYHOro npoLecy.

PE3YNbTATW OOCNIAMEHHA

Y TenepiwHili Yac reHeTUYHO AeTepMiHOBaHI XBOpobu, Npu AKX aedeKT Nos's3aHni 3
nopyLeHHAM npouecis penapauii JHK, noginaioTe Ha Tpu rpynu. [lo cknagy nepioi rpynu
BXOAUTb piAKiCHa cnagkoBa NaTonoria — NirMeHTHa Kcepogepma. [pyry rpyny cknagaioTb
XBOPOOW, NOEAHAHI HA3BOIO «CUHAPOM CMIOHTaHHOT XPOMOCOMHOT HECTabiNIbHOCTI» b0 «CUHAPOM
namkocTi xpoMocomy. [lo Hei BKNoueHi: aTakcia-TenearHiekrtasisa (cuHgpom Jlyun-bap), aHemin
MaHKoHI Ta cuHapom briyma, AKNIA Mae BupaxeHy ¢oTouyTnmeicTb. TpeTa rpyna — xsopobu
nepeayacHoro ctapiHHA Wkipu — nporepia XatumHcoHa-lindopaa, cmHapom BepHepa Ta
CUHAPOM KOKKelHa, TaKoX XapaKTepusyeTbcs GpoTouyTnmnsicTio (8).

MirmeHTHa Kcepogepma — PIiAKICHUI reHogepmMaTo3, WO XapaKTepusyeTbca
BrpaxeHot ¢poTodobielo, rinepnirmeHTaLi€to WKipy Ta ANCTPOdiEl0 3 PO3BUTKOM Heonnasii.
XapakTepu3syeTbCa NiIrMEHTHO AMCXPOMIED Ta AUCTPOdIEID WKiPU 3 PO3BUTKOM HeoMnasm
YHaCcniAoK NiaBULLEHOT Yy TIMBOCTI 40 COHAYHOTO BUMPOMIiHIOBaHHS, LLIO 3yMOBJIEHO CMafKoBUM
nedekTom penapatmBHUX GpepmeHTiB. Tun cnagkoBOCTi — ayTOCOMHO-peLecuBHUi. IcHye aBi
$OopMU LbOro 3aXBOPIOBAHHA: KNacMyYHa (gekKinbKa TuMiB, iHOAI NOB'A3aHi 3 HEBPOMOTYHUMNA
npob6nemamu) Ta BapiaHTHa.

KnacnuHa dopma nirMeHTHOT KCepoaepMu 3aNeXHO Bifi CTYNEHSA YLWKOAMXEHHS Toro abo
iHWoro depmeHTy Ma€e N'ATb TUNiB 3axBoptoBaHHA: A, B, C, D, E. BHacnigok cnagkosoro gedekty
bepmeHTiB — eHAOHYKNeas i nonimepas, Wo penapytoTb nowkoaxeHHs IHK, cnoctepiraetbcs
penyKuis abo NoBHa BiACYTHICTb penapaTueHMX npouecis y AHK npu mytareHHOMy BRauBi
COHAYHOro onpoMiHeHHs, YD-npomeHiB, ioHi3ylouoi pagiauii B KniTuHax byab-akoro Tuny:
KepaTtnHouuTax, pibpobnactax, nimbounTax, KOH OHKTMBANbHUX KNITUHAX, renaToyutax. Takmin
camunin fedeKT BUABNAIOTb B aMHIOTUYHIN PiAVHI Nnogy Npy aMHioLeHTesi, AKMI BUKOPUCTOBYIOTb
[NA nepyHaTanbHOI AiarHOCTUKM NirMeHTHOT Kcepogepmu (9).

LLKipHi nosBm xBopo6by 06yMoBeHi NOPYLLIEHHAM FeHOMHUX HYKNeOTUAIB, Lo BUKNIMKaHe
MyTareHHot gieio YD-onpomiHeHHA (KepaTuHouuTtu, nimpountn, ¢ibpobnactu). Nepui
03HaKM 3aXBOPIOBAHHA 3'ABAAIOTLCA Y Bili Bif 3 MicALIB JO TPbOX POKIB, MOXNUBUIA GinbLu
Ni3Hi PO3BMTOK NpoLecy. Y po3BUTKY 3aXBOPIOBaHHA BUAINAITb Tpu cTagii. Nepwa 3 HuX
XapaKTepU3yeTbCA NMOABOIO BUPAXKEHUX 3ananbHNX 3MiH y BUMNALi CTIVKOT epuTeMU Ha BIAKPUTUX
AinsHKax Tina (06nuuus, WA, KiHuisky) nig snaneom YP-onpomiHeHHs, cnbo3oTeui, dotodobii,
CYXOCTIi LUKipW, NOABW AiNAHOK rineprnirmeHTaLii, enemMeHTiB TUNy NeHTUro, BeCHAHOK. [ina gpyroi
cTafil NpuTaMaHHi: HaABHICTb AiNAHOK aTpodii, rinepnirmeHTauia, HawapyBaHHA NIyCOYOK,
TeneaHriekTasii, 60pofaByYaTUX PO3POCTaHb, TPILMH, BiNSHKM eK3eMaTu3allii Ta epo3nBHO-
BMPa3KOBUX 3MiH LLKipW, MOTOHLUEHHA XPALLiB HOCY, BYLLUHWNX PakoBWH, iedopmaLiii TpUpoaHMX
OTBOPIB (3BY>KEHHA HOCOBWX XOfiB, POTOBOrO OTBOPY), BUMaAiHHA Bill Ta yTBOPEHHA BUPa3okK
CN30BOI 060M0HKM NOBIK, $OTOPO6IT, NOMYTHIHHA poriBku. Ha noBikax, porisui 3'aBRA0TbCA
eniteniomu. lNporpecyioTb HeBPONOriuHi NopyLeHHA. TpeTA cTagia (MyxMHHa) BUHMKAE 3a3BrYai
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B lOHaUbKoMy Biui. [InA Hei xapaKTepHO BMHUKHEHHA Pi3HUX AO6POAKICHUX Ta 3N0AKICHMX
nyxnuH ($pibpom, aHriom, KepaTom, CKBaMO3HOKNITUHHOIO paKy, MenaHoM ToLo). XBopoba Mae
HeCnpuUATAMBUI NPOrHO3, 3a3BMYall CNOCTEPIraeTbCA NeTanbHN HacNifoK. MalieHT TMHYTb Y
Bili Ao 30 pokiB y pe3ynbraTi MeTacTasiB menaHoMu abo 6a3anbHO-KAITUHOT KapuyHomK (3).

BapiaHTHa ¢dopma nirMeHTHOT KcepodepMu Ma€ binblw cNnpuATINBUI nepeobir,
PO3BUTOK XBOPOOW MOYMHAETHCA B GiNbL Mi3HiN TepMiH. MpuunHa 3axBoploBaHHA — AedekT
nocTpenapatmeHol pennikauii AHK npu 36epexxeHHi eKCUM3ioHHOTO MOHOBEHHS.

XBOpi Ha NirMeHTHY KcepoaepmMy NMOBUHHI YHUKATV BMIMBY COHAYHOIO OMPOMiHIOBaHHSA
Ha LIKipy, BUKOPUCTOBYBATN COHLIE3AXUCHI Kpemu. Y NiKyBaHHi BUKOPUCTOBYIOTb apOMaTUYHi
KpeTnHoiaw (5). OcTaHHIM Yacom 3'aBMNocA 6arato AaHUX NPO Aito iHTepdEePOHY Ha Pi3Hi KNITUHHI
bYHKLUIT, 30Kpema Ha ofIvH 3 MeXaHi3MiB 3axX1CTy KNiTMHU — npouec penapadii. IHTepdpepoH
CTUMYNIOE PenapaTUBHWIN CUHTE3.

CuHApom KokKelHa po3pi3HAIOTb 2 TUMK: 3axBoptoBaHHA A Ta B, abo crHapom KokkeiHa
I Ta Il Tuiny. Tun B 3ycTpivaeTbca vacTiwe, cknapgae 80% Bif BCix BUMafKiB 3axBoptoBaHHA. [eH
cuHapomy KokkeriHa KapToBaHUIM Ha foBromy nnedi xpomocomu 10, B nokyci 10q11. Lien tun
3axBOpIoBaHHA 0bymoBneHnin MyTauisimm B reHi ERCC6. [laHnin reH Kopye 6inok, akunii 6epe yuactb
y npouecax po3nnitaHHA noagiriHoi cnipani AHK - BinHocuTbca fo xenikas (6).

MepLui 03HaKM 3aXBOPIOBAHHA MOXYTb 3'ABUTUCA Y 5-6 MiCAYHOMY BiLli, ane AK NpaBuno,
3axBOpPIOBaHHA MaHidecTye Ha 2-3 poui KUTTA PO3BUTKOM GOTOUYTIMBOCTI WKipw. Micna
iHconAuii Ha BIAKPUTMX AiNAHKaXx LWKipK, YacTile Ha o6nnydi, 3'ABNAETbCA eputema y BUrnagi
MEeTENMKa, MOXMBa 6yNbo3Ha BUCKNKa. TaKoX 3 6OKY LKipy CnocTepiratoTbCs MposBu, NogioHi
[0 nonkinofgepMii 3 NOTOHWEHHAM MiALWKIPHOI KNITKOBUHW. [10CTYNoBO 3'ABNAIOTLCA O3HaKU
3aTPVIMKM 3pOCTaHHA, HeCTaya Macu Tifa, 3aTPrIMKa NcMXopeyoBOro PO3BUTKY, MOPYLLIEHHA XOAN.
XBOpi MatoTb BUMNAA NOAEN NOXMIIONO BiKY, HU3bKi Ha 3piCT, KAXeKCMYHI, 3 MaNIeHbKOI0 roJIoBOIO
(mo mikpouedanii), i3 NTaWMHUM HOCOM, BEIMKMMUN ByXaMU, NPOrHaTIED BEPXHbOI Weneny, 3
[JOBIMMM KiHLIiBKaMU Ta KOHTPaKTypamu y cyrnobax, BeNMMKAMU KUCTAMM Ta CTONAaMU, BY3bKOHO
rPYAHOIO KNiTUHOW. KOHTPaKTypuy Y KONIHHUX Cyrnobax o6yMOBIIOTb «XOAY KaBanepucTar.
MoTo- Ta cNbo30BUAINEHHA 3HUXKEHI, BONOCCA TOHKE, pifKe, paHo cuBiE. YacTo cnocTepiraeTbca
apTepiasibHa rinepTeHsia Ta NaToNoria HUPOK. TMMOBI NOPYLLIEHHA OPraHiB 30py Ta CJ1yXy, HasABHa
boTod0bin, NOMYTHIHHA POTiBKM Ta KPULLTANMKY, HicTarM, aTpodis 30poBOro HepBy, iereHepaLlis
CITKIBKM, rnyxoTa.

Tpeba BiAMITVTK, L0 NOABA 3N105KICHNX HOBOYTBOPEHb Ha BiMiHY Bifj iHLIVX 3aXBOPIOBaHb,
AKi 06yMoBneHi nopyweHHaM penapadii HK, He xapakTepHa. 3aXBOpIOBaHHSA 3aKiHUYETbCA
neTanbHo Bif HacnifKiB aTepocknepo3y B 20-30 pokKiB, ane ycknafiHeHHA aTepoCKepo3y MOXYTb
HacTynuTu i paHiwe. JlikyBaHHA XBOPOOM Mae CUMNTOMaTUYHUIA XapakTep. MNonepeaxeHHA
nposBiB $oTOUYTANBOCTI 3abe3neuyeTbca poTozaxmcHUmm 3acobamm 3 SPF 50+ 1a SPF/PPD<3.
MpodinakTnka 3axBoproBaHHA — Lie MeIMKO-TeHETNYHA KOHCYNbTaLifl POAWH, AKi MaloTb XBOPKX
AiTelt abo poanyiB, WO XBOpPi Ha CMHAPOM KokkeliHa.

CnHppom bnyma pigkicHe cnagpkoBe ayTOCOMHO-peLecBHe 3aXBOPIOBaHHA.
XapakTepmn3yeTbcs 36inbLueHo GOTOUYTNMBICTIO, TEIEAaHTEKTAaTUYHOI EPUTEMOLO Ha 06NN,
HU3bKOI Macoto Tina Npu HAPOAXKEHHI, NOBINbHUM 3pocTaHHAM (4). CnocTepiraeTbca y poanHax
3 BUCOKOIO YacToTow iHOpuanHry. YacTiwe xBopitoTb xnonuuku. Jlimpouutn ta ibpobnactn
XBOPWX MaloTb BUCOKY KiflbKiCTb XPOMOCOMHUX abepauiil Ta BUCOKY uyTamBicTb fo YO-
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OnNpoMiHeHHs, BiiMiueHa HepgocTaTHicTb pepmeHTy [IHK-nirasu |. KnituHm npu cuHapomi bnyma
BUABATb XPOMOCOMHY HECTabiNIbHICTb, WO NPU3BOAUTDL 0 36iNIbLLUEHHA COMAaTUYHKX My TaLii
AK BHYTPIiLUHbOYTPOOHO, TaK i B MOCTHATaNIbHOMY »KUTTi. Y XBOPYUX BiAMIYAETLCA NMOPYLIEHHS 3
60Ky B- Ta T-cuctemu imyHiTeTy. BUCOKY OHKONOFiUHY 3aXBOPIOBaHICTb Npu cuHapomy bnyma
NOB'A3YI0Tb 3 NPUrHiYeHHAM NponipepaTnBHOI peakuii nimpounTiB Ha MiToreHW. [eH cuHapomy
Bbnyma pgoci He KnoHoBaHM.

MposABM cHApPOMyY CnocTepiraloTbCa y NepLUi MicALi KUTTA. BigmivaeTbca poTouyTnmBicTb
HaBiTb NicnA MiHimanbHoro Y®-onpoMmiHeHHs. 3'ABNAETbCA NOYEPBOHIHHA WKipW 06nmMyus
(Hic, WOKMK), ByWHNX PaKOBUWH, TUIbHOI NOBEPXHi KucTen. COHAYHE ONMPOMIHEHHA MOXe
BUKANKaTK 6YNbO3HY Ta NyprnypoO3HY BUCUMKY, CYNPOBOLXKYETbLCA 3HAYHOW KiNbKicTio
TeneaHriekTasiii, NigBMLLEHOI0 BPA3NMBICTIO WKiPKU, PO3BMTKOM OYNIbO3HOTO Xennity, AKui
npr3BOAUTbL A0 PYOLIOBaHHSA. 3 YaCOM IHTEHCUBHICTb €PUTEMM 3MEHLLYETLCA, ane 3'ABNAETbCA
aTpodia, rinepnirmeHTauif, NIAMN KONbOPY KaBW 3 MOJIOKOM. 3aroCTPEHHA 3aXBOPIOBAHHA
CrnocTepiratTbCA BOCEHN Ta HaBeCHi (7).

[nTHa HapOAKYETLCA 3 HU3bKOIO MacoIo TiNa, 3pocTaE NoBinbHO, Gi3UYHO BiACTaE Bif CBOIX
OA[HONITKIB, ane po3yMoBa AifNIbHICTb He CTpa)kAa€. BigmivaeTbca ancnponopuinHnii By3bKnia
yepen, 061MYYA 3 BEIMKAM HOCOM U ManeHbKOI HUXHBOIO Lenienoto (TawmHe obamnyyn).
3ycTpivaloTbCA i iHLWI aHOManii PO3BUTKY: KNIHAAKTUAIA, CMHAAKTUNIA, NonigakTunis, fedopmaLlis
CTOM, BPOAXEHI NopoKM cepua, AedeKTr 3y6iB. MporHo3 HECMPUATINBUI Y 3B'A3KY 3 MOXKIIUBICTIO
PO3BUTKY NENKO3Yy UM paKy. 3M0AKICHi HOBOYTBOPIOBaHHA BHYTPILLHIX OpraHiB, KpoBi, KiCTOK
MOXYTb PO3BMBATUNCA 3 2-X piuHOro BiKy. CepefHil Bik Npu gaHin natonorii cknagae 28 poki..
[liarHo3 npu cnHppomi bnyma BCTaHOBNIOETbCA 3@ faHVMMU KNiHIYHOT KapPTUHW, BUABNIEHHA
natonorii penapadii JHK, 3miHamu B nimpouuTax. [pu npeHaTanbHil AiarHOCTULi 3aXBOPIOBaHHSA
BMKOPUCTOBYIOTb OLIHKY CECTPUHCHKUX XPOMaTUUYHKX OOMiHIB. [AnA nikyBaHHA CUHAPOMY
Bnyma BrkopucToBytoTb GpoTo3axmcHi 3acobu (SPF 50+ 1a SPF/PPD<3), KapoTuHOiAw, BiTamiH E,
iMmyHOKOpeKTOopU. XBOpi 3HaXoA4ATb Mifl CNOCTEPEXKEHHAM Y IePMaTOOHKOJI0ra 3 METOK PaHHbOI
[iarHOCTUKM HeMenaHoUUTapHUX pakis WKipw. MNpodinaktnka 3axBopioBaHHA — BUKMIOUYEHHSA
6/1M3bKO POLAVHHMX LUNIOGIB.

BMCHOBKUN

3MiHK 3 6OKY WKipy Npu GOTOONPOMIHEHHI MOXYTb BUHUKATV NPV NOABI B3aEMO3B'A3KIB
Mi>K FeHeTUYHOI AeTepMiHOBaHICTIO Ta 30BHiWHIM BNavBoM. [loABa Ha nNpunomi y nikaps
3arafnbHOI NPaKTUKN — CIMENHOI MeaNLUMHN ManeHbKoi AUTUHK, BIKOM 1-3 poKu, 3 NposaBamu
BUPaxeHoi GOTOUYTNIMBOCTI, MOBUHHA NPVBEPHYTY YBary Ha COMaTUYHWI CTaH AUTUHW, aHaMHe3
3axXBOPIOBAHHA, CMAafJKOBICTb, CiMeNHWI aHamHes. [licna HagaHHA NiKyBanbHOI fONOMOru
3 npuBogy poToaepmaTtosa, HeoOXiAHO HaNpPaBUTU AUTMHY Ha FreHEeTUYHY KOHCYsnbTalito,
AOCNiAXeHHA Ta 3aranbHe NikyBaHHA y negiatpa.
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J1.. KanmoxkHas, 3.A. Myp3swHa, E.A. bapgosa, C.B. Bo3vnaHosa

HacnepcteeHHble 3a6oneBaHna ¢ $OTOUYBCTBUTENBHOCTBIO B
npakTuKe ceMernHoro Bpaya

HauunoHanbHaa MegnuMHCKas akageMmsa nociieaAnnIoMHoOro o6pasoBaHus

nmenn MJ1.Wynuka
BctynneHue. MpakTrka Bpaya cemenHoN meauumHbl TpebyeT 3HaHUIN MHOMUX MEANLIMHCKIX
CneumranbHOCTAX N 0COGEHHOCTeN TeueHns 6onesHu, Kak y B3pocsiblX, Tak 1 geTei. bonbHoi ¢
aABneHnamMn GoTtogepmaTosa HyKAaeTcA He TONIbKO B MEAULIMHCKON NoMoLwy ansa obneryeHus
CBOETO COCTOAHMA, @ Y B TOUHOW AMArHOCTUKe 3abonesaHuns. Cpefmn 06bluHbIX POTOAEPMATO30B,
KOTOpPble XapaKTepu3yTca NOpaXeHNeM TONIbKO KOXM, Ha NpremMe y Bpaya obLuei NpakTnky
— CemMeNHoW MeAMLUMHbI MOTYT OKa3aTbCA AeTW C NPOABNEHUAMU GOTOUYBCTBUTENbHOCTH,
KoTopas 06ycnoBieHa HacneCTBEHHbIM COCTOAHMEM — 60NE3HAMM, CBA3AHHbLIMM C HapYLLEHEM
npoueccos penapaumm JHK.
Llenb. O6paTutb BHMMaHe Bpayeli o6Lel NPaKTUKN — CEMeHON MeAVLUHbI O HEO6XOAMMOCT
paHHell CBOEBPEMEHHO ANAarHOCTVKI 3TOW Fpynbl 3a60eBaHNi, 06yCIOBNEHHBIX CHUXKEHVEM
penapauvoHHon Bo3moxkHocTu [IHK B KneTkax AnA npeaynpexaeHna nporpeccnpoBaHuns
naTtosiormyeckoro npouecca.
Pe3ynbTaTbl. BolpaxeHHas ¢OTOUYBCTBUTENbHOCTb HabnogaeTcAa Npu NUrMeHTHON
Kcepogepmuu, crHgpome bnyma, cuHgpome KokkeiiHa. MpossneHns 3a6oneBaHnin HauMHaeTCs
B nepBble MecALbl XK13HU. OTMevaeTca GOTOUYBCTBUTENBHOCTb faKe Nocine MUHUMANbHOro
YD-06nyyeHus.
BbiBoAbl. PaHHAA cBOEBpemMeHHasA AMarHOCTUKa 3TOW rpynnbl 3a6oneBaHnii NO3BONUT
npepynpeanTb NporpeccnpoBaHne NaTonorMyeckoro npolecca, npegynpeanT passuTie
WNHBaNUAHOCTY 1 YNYULWINT KaYeCTBO XKU3HU pebeHkKa.
KnioueBble cnoBa: $oTouyBCTBUTENbHbIE AEPMaTO3bl, Bpay cEMeNHON MeANLNHbBI, ANAarHoCTKa
HacneAcTBeHHbIX 6one3Heln, HapylweHua penapaunn HK, aepma-ToBeHeponorus.
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TEPATIA

L.D. Kalyuzhna, E.A. Murzina, E.A. Bardova, S.V.Vozianova

Inherited diseases with photosensitivity in the family doctor’s
practice

Shupyk National Medical Academy of Postgraduate Education
Introduction. The practice of the family doctor requires knowledge of various specialties and
peculiarities of the diseases in both adults and children. Patients with photosensitive dermatitis
need not only medical care, but accurate diagnosis as well. Except the ordinary photosensitive
dermatitis, which is characterized by the pathology of the skin only, doctor of family medicine
may also encounter the children who have photosensitivity which is characterized by hereditary
state, i.e. diseases associated with distorted DNA reparation.

Aim. To focus attention of general practitioners in the family medicine on the early timely
diagnosis of diseases associated with distorted DNA reparation in the cells. Early diagnosing is
essential for prevention of pathological processes’ progression.

Results. The abnormal photosensitivity is observed in xeroderma pigmentosum, Bloom'’s syn-
drome, Cockayne’s syndrome. The manifestations of the diseases begin during the first months
of life. The photosensitivity occurs even after minimal UV-radiation.

Conclusions. The early timely diagnosis of this group of diseases allows to prevent pathological
processes’ progression, child’s disability, and to improve the quality of life.

Key words: photosensitive dermatitis, family doctor, diagnosis of hereditary diseases, distorted
DNA reparation, dermatology and venereology.
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BTOPUHHA MPOOIIAKTUKA HAPKOBUX YCKNAOHEHD Y
XBOPUX HA LIYKPOBWW OIABET 2 TUTY TA APTEPIAJIbHY
MNMMEPTEH3IIO

HauioHanbHa meanyHa akagemisa NicNAAUNIOMHOI OCBITU
imeHi MMJ1. Wynuka

BcTyn. Ha cborogHiwHin aeHb Bce 6inbw o4eBUAHOK CTA€ JOUINBbHICTD NPOBEAEHHS
peHoNpoTeKLil Ha paHHiX cTagiax giabeTnuHoi HedponarTii (OH), wo moxe nonepegnTn Ta
CMOBINIbHUTY PO3BUTOK TEPMiHaNIbHOI HAPKOBOT HE[OCTaTHOCTiI.
MerTa. Ha nigctaBi BMBYUEHHA 3MiH MOKa3HWKIB GYHKLIOHaNbHOro CTaHy HYPOK OMTMMI3yBaTU
[iarHOCTVKY Ta NiKyBaHHA XBOPUX Ha LiyKpoBuii giabeT (L) 2 Trny 3 ypakeHHAM HUPOK LWAIAXOM
3aCTOCYBaHHA GITOKOHLLEHTPATIB.
MeToan. ObcTexxeHo 47 xBopux Ha LI 2 Tuny, apTepianbHy rinepteHsito (Al Ta [H Ha cTagii
MikpoanbbymiHypii (MAY). Bci xBopi paHAoMi3oBaHi Ha 2 rpynu: 1 rpyna — 21 xBopui, AKi
oTpumyBanu 6a3ncHy Tepanito (LyKPO3HUXYBanbHYy, aHTUriNepTeH3MBHY); 2 rpyna — 26
XBOPUX, AKAM A0 6a3UCHOrO NiKyBaHHA AOAATKOBO Npri3Havanach Tepanis GiTokoHLeHTpaTamu
«HedponariH» Ta «Kpuwwtanb-K». Y npoueci gocnigeHHA BUKOPUCTOBYBANMCh 3aranbHOKMIHIYHI,
nabopaTopHi Ta CTaTUCTUYHI MeToAMN.
Pe3synbrati. Y xBopux Ha LI 2 Tuny i3 Al Ta JH B 060X rpynax Ha ¢poHi likyBaHHA cnocTepiraBcs
perpec KniHiYHOT CUMATOMaTKKK, ane y 2 rpyni ue npouec npoxoamns wewugle. B pobori
HaBefeHo Tabnumuto, fie NpeacTaBneHo AUHAMIKY MOKa3HUKIB GYHKLIOHaNbHOMO CTaHy HUPOK Y
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