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[aHHble K/MHMYECKMEe peKoMeHAaumn paspaboTaHbl MPodeccMoHaIbHOM
accoumanmen petckmx Bpadeir Coro3 neamaTpoB Poccuu, akTyanim3npoBaHbl,
yTBepxkaeHbl Ha XVIII KoHrpecce negnatpoB Poccumn «AKTyaslbHble NPobieMbl
negnatpun» 14 pespansa 2015r.

CocTaB pabouyeit rpynnbl: akag. PAH bBapaHoB A.A., un-kopp. PAH HamasoBa-
BapaHoBa J1.C., Ag.M.H. MypawknH H.H., KM.H. Epmuiosa A.V., K.M.H.
MeHbLmnkosa IM.B., Munbryn 3.U1.

ABTOpblI MOATBEPXAAOT OTCYTCTBME (WMHAHCOBOM MOAAEPXKKM [KOH(PIMKTA
NHTEPECOB, KOTOPbI HEOOX0AMMO 06HAPOA0BATb.

METOAO10I 1A

MeTo/bl, UCNO/Nb30BaHHbIE Ans cbopa/cenekLmmn aoKasaTenbCTB:
MOWCK B 3NEKTPOHHBIX 6a3ax AaHHbIX.

OnuncaHne MeTO0B, NCMO0/b30BaHHbIX /151 coopa/ceneKkumm goKasaTesbCTB:
[0Ka3aTeNlbHON 6a30M 4NA pekoMeHZauuii ABNATCA Nyonukauuu, Bolleflive B
KokpaHoBcKyto 61bnmnoteky, 6asbl gaHHbIX EMBASE n MEDLINE.

MeTogbl, UCMOoNb30BaHHbIE /151 OLEHKM KayecTBa 1 CU/bl OKa3aTeIbCTB:
KOHCeHCyC 3KCNepToB;
OueHKa 3HaYMMOCTM B COOTBETCTBUM C PENTUHIOBOM cxemon (Ccxema
npunaraeTcs).

PeATUHroBasi cxema A5t OLeHKN CUMbl PEKOMEHAALINIA:

YpoBHU

OnucaHue
[0Ka3aTe/NIbCTB

1++ MeTa-aHa/IM3bl BbICOKOIO KayecTBa, CUCTeMaTuyeckume 0630pbl
paHAOMU3NPOBaHHBLIX KOHTpOMMpyembix uccnegosaHmii - (PKI)
nnn PK ¢ 04eHb HU3KMM PUCKOM CUCTEMATUYECKMX OLLMOOK

1+ KayecTBEHHO MpOBefEHHbIE METa-aHaIn3bl, CUCTEMaTUYECKUe,
nnn PKW ¢ HU3KMM PUCKOM CUCTEMATMUYECKMX OLUIMOOK

1- MeTa-aHannsbl, cuctematnyeckme, nnm PKK ¢ BbICOKMM PUCKOM
CUCTEMATUYECKMX OLLNOOK

2++ BbICOKOKa4YeCTBEHHbIE CUCTEMATMYECKME 0630pbl MCCNeaoBaHNIA
CNy4ain-KoHTPO b nnu KOFOPTHbIX nccnenoBaHui.
BbICOKOKa4eCTBEHHbIE 0630pbl MCCNEA0BaHWIA CNYy4ail-KOHTPOb
VNI KOTOPTHBIX UCCNEA0BaHNI C O4YEHb HU3KMM PUCKOM 3(PEKTOB
CMELMBaHUA WA  CACTEMATUYECKMX OWMOOK U CpeaHeit
BEPOSTHOCTbIO NPUYMHHOI B3aMMOCBA3N

2+ XOpoLIo NPOBefieHHbIE WCCNEe0BaHUA CNyYail-KOHTPONb UK

2




KOTOpPTHble WCCNefoBaHUS CO CpedHMM  PUCKOM  3(pdeKToB
CMeLVBaHNA WA CUCTEMATUYECKMX OWWBOK U  cpeaHei
BEPOATHOCTbHIO NPUYMHHON B3aMMOCBA3N

2- ccnepoBaHmst cnyyvaid-KOHTPOb UM KOrOPTHbIE UCCNef0BaHUs C
BbICOKMM PUCKOM 3(h(DEKTOB CMELUMBAHUSA UIN CUCTEMATUYECKMX
OLLMOOK 1 CpefiHei BEPOSTHOCTbLIO MPUYMHHON B3aMMOCBS3M

3 HeaHanmTnuyeckme nccnefosaHus (Hanpumep: onucaHus Cry4aes,
cepuii Cny4yaeB)

4 MHeHne aKcnepToB

MeTogbl, UCMONb30BaHHbIE [/151 aHa/IM3a AoKasaTe 1bCTB:
O630pbl 0NY6NMKOBaHHbLIX MeTa-aHa/IM30B;
CucTtemaTnyeckme 0630pbl ¢ Tabnnuamm oKasaTesbCTB.

MeTogbl, UCMONb30BaHHbIE 4715 (POPMY/TUPOBAHUSA PEKOMEHAALINIA:
KoHCceHcyC 3KcnepToB.

PeAiTUHroBasi cxema A/1s1 OLEHKN CUMbl PEKOMEHAALINIA:

Cuna

OnucaHune

A

10 MeHbLUE Mepe OAWH MeTa-aHa/u3, CUCTeMaTUyeckuii 0630p wnn
PKW, oOuUeHeHHble Kak 1++ |, HanpsMyk NpUMEHWMble K LeNeBou
nonynAaunn n LeMOHCTPUPYHOLLME YCTONYMBOCTb Pe3y/bTaToB

N

rpynna AokKasaTenbCTB, BK/KOYalOWas pe3ynbTaTbl  MCCeA0BaHNIA,
OLeHeHHble Kak 1+, HanpsMyro NpUMeHVMbIe K LefIeBOM NONynsaumMm u
[AEMOHCTPUPYHOLLME 06LLYH YCTONYMBOCTb Pe3y/IbTaToB

B pynna [okasaTeNbCTB, BK/KOYalOWas pesynbTaTbl  MCCef0BaHNiA,
OLIEHEHHble KaK 2++, Hanpsamyto NpUMeHMMble K LefIeBO NONynsauum v
AEMOHCTPUPYIOLLIME 06LLYIO YCTOMYMBOCTb Pe3y/bTaToB
nnu
9KCTPanonMpoBaHHbIe [0Ka3aTe/IbCTBa U3 UCCeA0BaHNM, OLEHEHHbIX KaK
1++ nnn 1+

C pynna [oKasaTenbCTB, BKAKYalOWAs pesynbTarbl  MCCeA0BaHNIA,
OLlEHEHHble KaK 2+, Hanpsamyl MpUMeHMMble K LIeNeBOr Nonynauumn m
[AEMOHCTPUPYHOLLME 06LLLYHO YCTONYMBOCTb PE3Y/bTATOB,
nnu
3KCTPanonMpoBaHHbIe 10Ka3aTe/IbCTBa U3 UCCNeA0BaHNM, OLEHEHHbIX KaK
2++

D Joka3satenbcTBa ypPOBHSA 3 UK 4;

nnn
IKCTPano/MpoBaHHbIE A0Ka3aTe/IbCTBa N3 I/ICCI'IG,CI.OBaHVII‘/JI, OLEHEHHbIX KaK
2+




NHankaTopbl fob6pokayecTBeHHOM npakTnkun (Good Practice Points — GPPs):
PekoMeHayemas [06pOKayecTBeHHas NpakTuka 6asvpyeTcs Ha KIMHUYECKOM
OMbITe Y/IeHOB paboyeit rpynmbl Mo pa3paboTKe peKoMeHAAL WA,

OKOHOMMYECKN aHa N3
AHann3 CTOMMOCTW He MPOBOAMACS U Nyb6aMKauum no HapmMako3KOHOMUKE He
aHa/IM3MpPOBa/IUCE.

Paboyas rpynna:
[Nd  OKOH4YaTeNlbHOW pefakuMM W KOHTPOMA KayecTBa pPeKoMeHAaumm
MOBTOPHO NpOaHa/M3MPOoBaHbl YieHaMn paboderd rpynnbl.

OCHOBHbIe peKoMeHAaLumMu:
Cuna pekomeHgaumnin (A-D) npmBoaMTCa NpY U3M0XKeHUM TeKcTa peKoMeHAaL A,

ONMPEOENEHUE

NxTnosbl (0T rped. ichthys-pbiba) — reteporeHHas rpynna KOXHbIX 3ab0/1eBaHuN,
019 KOTOPbIX  XapaKTepHO reHepa/M30BaHHOE HapylleHVe KepaTuHu3auumu,
K/IMHUYECKM NPOSBSAIOLLAACA ANPPY3HBIM TMNepKepaTo3omM.

CyLLEeCTBYIOT Kak Hac/eCTBEHHbIE, TaK 1 NPHUobpeTeHHble (JOpMbl NXTMO3a. OOLLMM
015 BCeX (hOPM MXTNO3a ABMSETCA TEHETUYECKU AeTePMUHMPOBAHHOE W3MEHeHMe
aNuaepmnca, KOTOPOe MPUBOAMT K HapyLeHUt0 ero 6apbepHOn (yHKUUN W
CHWKEHMIO CMOCOOGHOCTK CBA3bIBaTL BoAy. [10,12]

Kog no MKB-10

Q80 BpoXKAeHHbIN NXTNO3

Q80.0 VxT1o3 npocToit

Q80.1 xT103, cBsizaHHbIN C X-XPOMOCOMOM
[X-cuenneHHbI XTNo3]

Q80.2 MnacTnHYaTbIi [naMennspHbIiA] NXTHO3
KonnoawneBsblil pebeHoK

Q80.3 BpoxxaeHHas 6ynnes3Has UXTUoO3UHopMHas apuTpoaepmmns
Q80.4 NxTno3 nnoga [«nnog ApneknHa|

Q80.8 [pyroi BpOXAeHHbIA UXTNO3

Q80.9 BpoXKaeHHbIA MXTNO3 HEYTOUHEHHbIN

KITACCNPNKALINA

MIXTNo3bl

1. HeBpoeHHble (pa3BMBaroLLMecs B NePBble MeCALLbI XXN3HW)
M3051mpoBaHHble (He CUHAPOMaSIbHbIE) BYNibrapHble NXTUO03bI
v" IXT103 BY/brapHblit (CUH.: ByNbrapHblii ayTOCOMHO-AOMUHAHTHbIA MXTO03, 00bIYHbIV
nxtno3s) (Q80.0);




AN NN

<\

IXTNO3 peLeccrBHbIi, CBA3aHHBIN C X-XPOMOCOMOW (CUH.: X-CLEeNNEHHbIA NXTNO3, YepPHEIOLWMIA
nxTnos) (Q80.1);

BynbrapHble MXT1O3bl C CONYTCTBYOLLEN cuMmnTomMaT Ko (Q80.8)
v' AccounmpoBaHHas HeaoCTaTOUMHOCTb CTepona-cynbdaTtadbl (CuHAPOM KannmaHa, CMHAPOM
PyAga)
v MHOXeCTBEHHas Hej0CTaTOYHOCTb CTepona-Cybdatasbl (CUH.: X-CBA3aHHbIN PELCCUBHBIN
MXTNO3; MHOXECTBEHHAA HeA0CTATOYHOCTb CTEPOUA-CYNbaTasbl)
v" CuHppom Pedcyma (G60.1)
BpoxaeHHble nxTrosbl (Q80.)
M301mpoBaHHble (He CMHAPOMa/IbHBIE) BPOXKAEHHbIE NXTNO3bI
» AyTOCOMHO-PELIECCHBHbIE BPOXKAEHHbIE MXTWO3bI
v HebynnesHas BpOXAeHHas NXTNO3M(OPMHas IpUTPOLEPMUS
v' NamennsipHble (NnacTuH4yaTble) nxTno3sbl (Q80.2) (CMH.: BPOXKAEHHbIN NXTNO3 2 TUNA;
MAaCTUHYaTbIV UXTWO3 ; KOMNOAMEBbIN PEBEHOK; CyXas UXTUO3M(OPMHas IpUTPOLEPMUSA)
v" AYyTOCOMHO-OMWHaHTHbIA NamennspHbIiin nxTrno3(Q80.2)
» bynnesHble (3NnaepMoIuTUYeCKIe) UXTUO3bI

V' bynnesHas BPOX/eHHas MXTMO3UOPMHAA 3puTPoaepMUs (CUH.: apuTpoLepMust Bpoka;
UXTNO3U(OPMHBIN 3NUAEPMONUTUYECKIMIA TrnepkepaTos) (Q80.3);
v IXTn03 6ynnesHbiii Tun CumeHca (CVH.: MOBEPXHOCTHBIN aMUAePMOIMTUYECKMIA UXTHO3;

3KC(OMATUBHDIN NXTNO3)
V' NxT1no3 uramctelin Tun Kypta-MaknmHa

» Ocobble (hopMbl UXTNO30B
v' Wxtno3 ApnekunHa (Q80.4) (cvH.: « nnog ApnekuHa»; MXTN03 NN0Aa; KepaTo3 BPOXKAEHHbIN;
WXTWO3 BHYTPUYTPOOHBIN; rMnepKepaTo3 YHUBEPCaIbHbIA BPOXAEHHbI)
v' C/HAPOM OTCavBatoLLEncs KOXu (MUAnHr-cuHapom) (Q80.) (CUH.: NUANHE CUHAPOM;
BPOX/EHHbIN 3KC(ONUATUBHbBIN KEPATONN3; NMUMNHI-CUHAPOM Tun A/B)
Bpo>KeHHbIe MXTWKO3bI C aCCOLMMPOBAHHBLIMY CUHAPOMamMK (CUH.: IXTKO3bI B cOCTase
CVHLPOMOB ApYroi BPOXKAEHHBIA NXTWO3 ; UXTWO3 B cOCTase cuHapomos) (Q80.4.);

ARC —cuHAPOM (CUHAPOM , BK/IKOHAOLMIA apT porpudo3, NoYeYHyo AUCHYHKLUMIO U CUHAPOM
X0necTasa)

CEDNIK cuHapomM(uepebpaibHblin ancreHes, HeliponaTus, UXTW03, Naj0H0-NOLOLLIBEHHASA
KepaToaepMus)

KoHpagn-XioHepmaHa cuHAPoM (To4YeyHas XoHApornnasms;)

IFAP cuHapom (MXT1o3 onnnkynsipHblii ¢ aTpuxmneid n oTodabuein)

IHSC cuHgpom (HeoHaTa/IbHbIA UXTWMO3 CO CKIEPO3UPYIOLLLMM XOTAHTUTOM Y TMNOT PUX03M

CHILD - cuHapom («BpOXKAeHHasA reMuancnnasunsa ¢ MXTo3ngOPMHbIM HEBYCOM U feheK Tamu
KOHEYHOC T €eli»: Of4HOCTOPOHHWNIA BOCNA/IM T €/bHbIA HEBYC, OrpaHMYeHHbIA CPeLUHHON TMHUEN,
pacnono>KeHHbIV BLO/b MMHUN Bnawiko, 0AHOCTOPOHHAA KaTapakTa, OAHOCTOPOHHSSA
AVICMENnS, uncunaTepasbHas rmronnasvs opraHa(noyka, Mo3sr, nerkoe, cepiLe)

X T103-HeJOHOLLIEHHOCTb CUHAPOM

MIXT103 C rinoTprxo30M CUHAPOM (BPOXKAEHHBIN MXTM03, PONINKYNSApHAA aTpodogepmus,
TMNOTPUX03, TMMOrUAPO3)

BonesHb Mowe (60ne3Hb Mowe Twn 2;rnoKouepedbpasngos)

KID cuHgpom (KepaTwuT, UXTUO3, IyxoTa)



v MEDNIK cuHgpom (yMCTBEHHas 0TCTanocTb, 3HTeponaTus, ryxoTa, nepudgepnyeckas
HeiponaTus, MXTKN03, KepaTo4epMus)

v" MHO>KecTBeHHast HeJOCTaTOYHOCTb CTEepona-CyNbhaTasbl

V' CuHgpoM HeTepToHa//InHeHbIV ornbatoLmin MXTrno3 (aTonmyeckas aK3ema, MXTKnOo3,
303UMHOMINS, NoBblleHne IgE, «6aMbyKoBble BOMOCHI»)

v' CuHgpom YaHapuHa —[lodMaHa(CKH.: 601e3Hb HAKOMIEHUSI HEMT pasibHbIX MNNA0B)

v ( BPO>KAEHHBI MeNKONNacTUHYATbI MXTWO03, renaTocn/IeHoMeranuns, KaTapakTa,
NabUpMHTOBAs rNyXoTa, MMoNaTus, aTakKcusl, MHoraa 0TMeYaeTCsl MUKpoLetanus,
3a/1ep>KKa YMCTBEHHOT0 Pas3BUTUs)

v' BbonesHb Pedhcyma (CvH.: 601e3Hb HaKonIeHnsl o TaHoBOM KMcnoThl)(y ageTeli cTapwe 10 neT,
NXT 103, KEpaTOoAepMUA NafOHe 1 MOAOLLB, NPOrPECCUPYIOLLLAA MblLLeYHast CnabocTb,
MO3>Ke4KoBasi aTaKcus, HeTBepAas NoXoAKa, MUIMEHTHbI PeTUHUT, Nepudepryeckas
NO/IMHEBPONAT MSA, FNyX0Ta, KapagnomMmonaTus)

v CuHppom KoHpaay XtoHepMaHa (CUH.: ToueyHasi XOHAPOAMCNIasmns) (HeoHa T abHast
3PUTPOLAEPMUS, MXTMO3UOPMHOE LLIENYLLIEHWE MO NMHKUAM Bnatuko, GonnnkynspHas
aTpodoaepMMS N NMONOCOBMAHAS anoneLys, UXTN03 KOHEYHOC T e, 0AHOC T OPOHHSAS
KaTapakTa, KN(OCKOINO03, aCUMMET IS NMLLA)

v" CuHgpom LLlerpeHa -/lapccoHa (3puTpogepMus, NagoHHO-NOLOLIBEHHAS KepaToAepMus,
HETBEPLOCT b MOXOAKU, «MUPAMUAHBIVA 3HaK»- CUMMTOM NOPaXKeHUs MMPaMUHOro nyTwu,
AVnnernsa, TeTpansierns, nporpeccupyroLLias 3afep><kKa cCTaTo-MOTOPHOr0 U NMCUXNYECKOTO
pasBuTuns)

v' TpuxoTuogucTpogum ( BIDS-cnHapom (NOMKKEe BOMOCHI, HApyLLEHNE YMCTBEHHOIO pa3BUT U,
MOHV>KEeHHaA PepTUNLHOCT b, Kap/IMKOBbIN pocT; IBIDS-cuHapom: BIDS-cMHAPOM+ UXTUNO3
(Icthtyosis); PIBIDS- cuHapom: IBIDS+(oTouyBcTBUTeNbHOCTb(photo)

Bpo>KaeHHbI UXTWKO03 Hey TOYHEHHbIN (Q80.9)
MpeobpeTeHHble NXTKNO3bI (L85.0)

VIXT03 pacnpocTpaHeH BO BCEX CTpaHax, BHe 3aBUCMMOCTU OT pachl.

K HEBPOXAEHHbIM MXTO3aM OTHOCATCS FeHeTUeCKy 06yCN0BNEHHbIE 3a60/1eBaHNS, KOTOPbIe
MPOABNAIOTCS B NEPBble MECALbI XU3HW PeBEHKa, HO B OT/IMUME OT UCTUHHbIX» BPOXAEHHbIX MXTNO30B,
HEBPOXXAEHHbIE CPa3y NOC/e POXAEHNS HE MOTYT BbITb AMArHOCTMPOBAHbI.

BZ/leGQHbll‘I uxmuo3

3Tnonornsa n aNUaeMmosorms

BynbrapHblii UXTWO3 - ayTOCOMHO-AOMWHAHTHbIA [AepmaTo3, C HernosHOW
MEHeTPaHTHOCTLI0O U BapuabesibHOM  3KCMPECCMBHOCTHI0. OCHOBHOW  Ae(hekT -
reHeTU4eCcKn 0OYCNOB/IEHHOE HapylleHWe 3KCrpeccun npodunarrpuHa, 6enka
KepaTormaimHoOBbIX rpaHyn. O6Hapy>XeH Mpo6/eMHbIA Yy4acTOK C JIOKYCOM Ha
Xpomocome 1g22. BoiseneHbl myTauum B reHe npodunarrpuHa (R501X n 2282del4).
BeposATHa BO3MOXHOCTb Y4YaCTUA HECKO/IbKUX FeHOB, OAMH M3 KOTOPbIX B/IMSET Ha
aKcnpeccuto npounarrpmHa. MyTtaumm reHa unarrpyHa noBbIWAKT  PUCK
aTonuuyeckux  3aboneesaHuin.  OeuunT  (unarrpuHa  BbI3bIBAET  CHDKEHME



CoAepXXaHus CBOOOAHbIX aMWHOKMUC/IOT B POrOBOM C/loe anuaepmuca, (yHKUMA
KOTOpPbIX YAEPXMBaTb BOAY, W KaK pe3ynbTaT MOBbILEHHAA CYXOCTb KOXW 6O0/bHbIX
BY/IbrapHbIM UXTUO30M.

YacTtoTa pacnpocTtpaHeHHOCTM B nonynauum coctaenfetr 1:250 (cpegu
noapocTkoB) 1 1:5300 (cpeam B3pOCNOro HaceneHus), Takum 06pa3om, 3To Hambosee
4acTor BCTpeyaroLlancs hopma nxtnosa. My>KUnHbl 1 XKeHLLMHbI 60M1et0T 0AMHAKOBO
4acTo.

KanHunyeckas KapTuHa

BynbrapHblii  MXTWO3 MOXET MNPOABAATLCA Cpa3ly Mocfie  POXKAeHWS
MOBbILLEHHON CYXOCTbO W MEeNIKOMIaCTUHYaTbiM  LUefylleHneM, Ho  6oree
XapaKTepHbIA BO3pacT Hayasia oT 4 0 6 MeC B BUAEe CepoBaTO-0e/bIX YeLlyek.

OCHOBHbIMW K/IMHAYECKMMUN NPOSABIEHUAMUN 3TON (hOPMbI UXTNO3a ABNAIOTCH
Bblp&XXEHHOE LUeNyLIeHNe KOXM, MOBbILEHHAsA CKMaAyaTocTb fiafjoHeid U MogoLB,
(hONIMKYNAPHBINA TUNEepPKepaTos.

LLlenywieHve Hanbonee BblpaXXeHO Ha pasrnbaTenbHbIX  MOBEPXHOCTAX
KOHEYHOCTeM, MeHbLUe MOPaKeHbl KOXKa CMWHbI W XXMBOTA, BOJIOCUCTON YacTu
ronoBbl. Yewyinkn B OCHOBHOM MefK1e, TOHKWE, C BOJIHUCTBIMU KpasMu, UX LIBET
BapbUPYeT OT 6e10ro 1 TEMHO-CEPOro 0 KOPUYHEBOTO. Ha KOXe roneHein Yellyiiku
caMmble TEMHble W TOJMCTblE, MOIMTOHAILHOM (hOPMbI, MIOTHO MPUKPEN/IEHHbIE.
PONNNKYNAPHLIA TUNEPKepaTo3 B BUAE MESIKMX CYXOBaTbIX Y3e/IKOB B YCTbAX
BO/MIOCAHbIX (PONSIMKY/IOB HabMOLAeTcd Ha Koxe 6efep, Ned, npegnieydni u
AroAnL, MOXET TaKXKe NIOKaIM30BaTbCA Ha KOXe TynoBuwla, mua. Mpy nanbnauyum
MOPaXKEHHbIX 0YaroB OMNpeaenAeTcs CUHAPOM KTEPKU».

TajoHn 1 NOJOLWUBbI  UMEKT MNOAYEPKHYTbIA  PUCYHOK, MOBbLILLEHHYHO
CK/1afyatocTb, YTO NPUAaeT UM CTapyeckuMin Bufg. J1eTom Ha MNOAOLIBax 4acTo
NnosBNAOTCA 60/1e3HEHHbIE TPeLMHbl. Hortesble MIaCTUHKM SIOMKUE, KPOLIaTCs Co
CBOOOAHOrO Kpas, MHOrA4a pasBMBAeTCAd OHUXO0/M3WUC. Bosocbl MCTOHYAKOTCA,
CTaHOBATCA PELKMMMU.

OKCNPEeCCUBHOCTL  BY/NbFapHOro  MXTMO3a BapuabenoHa. BcTpeyvatoTcs
abopTMBHbIE (POpPMbl 3a00neBaHUs, A1 KOTOPbIX XapakTepHa CYXOCTb  KOXW C
He3HauMTe/IbHbIM LUeNyLIEHNEM W MOBbILEHHAA CKIaAYaToOCTb NafJoHein 1 NOAOLLB.

3aboneBaHve xapaKTepusyeTcs:

1. Hanuumem unxTno3a Yy pPOACTBEHHMKOB MauueHta 1 M 2 cTeneHn
POLCTBA.

2. [MosBNeHMEM  K/IMHWUYECKMX CMMMTOMOB Ha MEPBOM rofy >XuU3Hu (3-7
MecsLeB) unn nosaHee (4o 5 ner).

3. UeTKO Ce30HHOCTBbIO C Y/yYlIeHVWEM B JleTHEe BPEMSA U YCUSIEHUEM
KIIMHUYECKMX MPOSBNEHNI B 3MMHUIA NEPUO.

4, Accoumaumenr ¢ annepruyeckummn  3aboneBaHusMU:  6ONbHbIE
BY/IbFapHbIM  MXTNO30M CK/IOHHbI K a//leprmyeckum 3abosieBaHMsM W aTomnuu.
YacToTa coyetaHusa C aTtonnyecknm gepmatmtom gocturaet 40-50%. MoryTt 6bITb
OAHOBPEMEHHO NPOSABMEHNA OPOHXMAIbHOM acTMbl, BA30MOTOPHOIO  PUHWUTA,
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KpanuBHULbI. XapakTepHa HernepeHOCUMOCTb pafda MULEBbIX MPOAYKTOB U
NeKapCTBEHHbIX Npenaparos.

5. Accoupaumeir ¢ conyTcTByoWMUMM 3aboneBaHMAMN: Y  BO/MbLUMHCTBA
OOMIbHBIX  PerncTpupyroTca  3abofieBaHUSA  XKeNy[aouHO-KMULIEYHOro  Tpakta W
YKEeN4YeBbIBOAALLMX MyTein (racTpuT, 3HTEPOKOUT, AUCKMHE3UWN XKe/YeBbIBOASALLMX
nyTen), pexxe HabNOAaeTCa KPUNTOPXM3M uUnu runoreHntannam (y 3% 60/bHbIX).
BO/IbHbIE CK/IOHHbBI K MMOKOKKOBbIM, BUPYCHBIM 1 IPUOKOBLIM MH(EKLMAM.

AnarHoctmka
1. TloNoXMTeNbHbIA CEMENHbIA aHaMHE3
2. XapaKTepHas K/IMHMYecKaa KapTuHa
3. buoncus Koxun: YMepeHHbIn rmnepkepaTo3 ¢ 06pa3oBaHNEM KepaTOTUYECKMX
MPO6OK B YCTbAX BOJMIOCAHbLIX (DONMKYNOB;  UCTOHYEHWE WM OTCYTCTBUE
3epHUCTOro cnosl. B gepme CKyfHble NepuBacKy/spHble MMGOrncTMounTapHble
NHUNLTPATHI, Ca/lbHble  >Kenesbl aTpouyHbIe, KO/IMYECTBO BOJIOCAHBIX
(PO/INIKYNOB N MOTOBbIX YKEfe3 He N3MEHEHO.
4, JNeKTpPOHHas MWKPOCKOMUA: Pe3Koe CHWKEeHWE KOMM4YecTBa  rpaHyn
KepatorMainmHa, WX MenKue pasmepsl, NokKanm3auma y Kpas MyuyKoB
TOHO(M/IAMEHTOB;  CHMXKEHME KOMIMYECTBa MNACTMHYATBLIX PaHyn; efvHUYHbIe
3€PHUCTLIE AMUTENNOLMUTI.

AnhdepeHumnanbHbI AnarHos
Hanbonee yvacto aty qopmy mxTunosa guddepeHunpytoT ¢ X-CUemnieHHbIM
NXTNO30M (CM. Tabnmuy 1).

[1porHo3
OTHOCUTENBbHO 61aronNPUATHLIA. YNydlleHWe COCTOSHWUA OTMevaroT ¢ 8-12

NETHero Bo3pacTa. B NogpoCTKBOM 1 B3pOC/OM BO3PacTe, UK NpW HalMuyum OAHOr0
60MbHOT0 POAUTENS KIMHUYECKWE NPOSIBEHUS, 06bIYHO, OFPaHUYMBAIOTCAN NETKUM
LUeNyLIeHNeM, Hanbonee BblpaXKeHHbIM B 06/1aCTV FONEHENA.

JleyeHue

Bbi6op TepaneBTUYECKMX MEPONPUATUIA 3aBMCUT OT BO3pacTa U COCTOSHMS
naumMeHTa. YuutbiBas BapunabenbHOCTb KAMHUYECKUX MPOSIB/IEHWIA BY/brapHOro
NXTNO3a  JleYeHMe Ha3HayaeTcd B COOTBETCTBMU CO CTeneHbl BbIPaXKEHHOCTU
K/IMHUYECKMX CMMMTOMOB. [pn nerkux abopTMBHbIX JopMax MOXHO OrpaHUUYnTLCA
Hapy>XHbIMW penapataMmm 1 6anbHe0N0rMYeCKUMI NpoLeaypamu.

CucTteMHada Tepanus:

[Mpn BbIpKEHHOM LUENYLWEHUA W CYXOCTU KOXXW HasHayaeTcs pPeTUHON,
Apaxe, pacteop 414 npuvema BHyTpb (D) 3500-6000 ME Ha Kr macchl Tefia B CYTKWU
nepopasibHO B TeyeHue 7-8 Hefenb, B [a/ibHelLIeM [03y YMeHbLIaloT B 2 pasa.
MO>XHO NPOBOAMTL MOBTOPHbIE KypCbl Tepanuu yepes 1-4 mecsua [1-5].




BasibHeonornyeckKoe neyeHue:

1. BaHHbI CO cneunanbHbIMU MaciaMmun A5 NPUHATUA BaHH U 3MOJIEHTaMW:
(35-38°C) (D) [5] .

2. BaHHbI ¢ oTpy6samu (38° C), npoaomkuTenbHOCTbO 15-20 muHyT (D)
[5].

3. Mpn caHaTOPHO-KYPOPTHOM JIeYEHUN PEKOMEHAYIOTCA: Cynb(uaHble
BaHHbI - N0 YMepPeHHO-MHTeHcuBHOMY pexxumy (0,1-0,4r/n), 36-37°C, 4NnTeNbHOCTb
npoueaypbl 8-12MuH (Ha Kypc 12-14 BaHH); KUCNOPOAHbIE BaHHbI NOJ AaBfIEHMEM

2,6KlMa, (36°C), npogomkutensHocTbio 10-15-20 muHyT (D) [5].
4, Obuee ynbTpatmonetooe 06nyyeHue (D) [1,4,5].

X-cuen/ieHHbGII UXMUo03

STMONOTUS U 3NNAEMUONOTUS

X-CUENNEHHbIA WUXTWNO3 - PELECCUMBHbIA, CUEMNMEHHbIA C  X-XPOMOCOMOM.
OCHOBHOWM TeHeTUYeCKniA OetheKT — MyTauuum B reHe CTepouaHon cynbartasbl, C
NOKYCOM Ha Xp22.32. CHUKEHNE CTEPOMAHON CynbdaTtasbl NPUBOAMT K OT/IOXKEHUIO
B anuaepmumnce M30bITOYHOIO KONMYeCTBa XO/IeCTepuHa Cynbdara U peTeHLMOHHOMY
rmnepkepaTosy B pe3y/ibTaTe MOBbILWEHHOIO CLEMN/EHNS POroBbIX YeLlyek.

YacToTa pacnpocTpaHeHHOCTM B nonynauum coctasnget 1:2000-1:9500.
BOMEOT TONMbKO Mua MYXXCKOro nona. YXeHWMHbl SBASKOTCA reTepo3uroTHbIMU
HOCUTE/IbHULAMUN AePeKTHOMO reHa, 6e3 KIMHUYECKMUX MPOsIBNEHNIA.

KnnHnyeckasa KapTuHa

Pa3BMBaeTCA Yalle BCEro B TeyeHMe NepBbIX 2-3-X MeCALEeB Moc/e poxXaeHus,
MHOrAa cpasy nocne poXAeHWUA WU B MepBble Hefenu XWU3HWU. KAMHUYECKN, Kak
CYXOCTb KOXXHOIO MOKpPOBa MeJfIKoMnacTUHYaToe 6enecosaToe LenylieHve (B peaKmx
Cyyasix W , Kak Konnogmesblin nnop). MNo3xe K 4-6 Mec. nosBAsTCA CBETN0- U
TEMHO-KOPUYHEBbIE YellyKM Ha pa3rnbartesibHbIX MOBEPXHOCTAX KOHEYHOCTEN.
UellyinKn MMEIT NOAUTOHA/IbHYHO (hOpMYy W NJIOTHO MpPWeratoT K MOBEPXHOCTU
KOXW. 3afjHAS NOBEPXHOCTb LLUEN U3-3a CKOM/EHMS YellyeK NpuobpeTaeT «rPsi3HbIn»
Bug. CBOGOAHBI OT NOPaXKEHWI NOAMbILLEYHbIE BNagUHbI, TOKTEBbIE AMKU U 06/1aCTb
reHUTaIMin. OTIMYUTENbHON OCOBEHHOCTHIO OT APYrnx (hopM KXTMO3a AB/SETCH
300poBas  KOXM  /iMua W KUCTEA MO TUMY  «MNepyaTtok» W «HOCKOB».
["MNepIMHeNHOCTb NafjoOHeN N NPepacroIoKEHHOCTb K aTonum OTCYTCTBYHOT.

3aboneBaHvie xapaKTepusyeTcs:

1. Haanumem wuxtnosa Yy pPOACTBEHHWKOB nNauueHTa 1 M 2 CTEneHu poACTBa.
boneldT TOMBLKO NMUA  MYXCKOro  nosa. JKeHLWMHbl  ABNAKTCA
reTepo3nroTHbIMM HOCUTENbHULAMM [e(DeKTHOrO reHa, 6e3 KINHUYECKUX
MPOSIB/IEHNIA.

2. lNosABNeHNEM K/IMHMYECKUX CUMMNTOMOB C POXAEHUA UK C NepPBbIX MecALeB
XWN3HW,

3. CnaboBblpaXXeHHOW CE30HHOCTbIO, OfJHAKO 6O0MbLUMHCTBO GO0/MbHbLIX OTMeYaeT
yNyyLLEeHWe NETOM.




4. OTCYTCTBMEM accoumauuii C¢ aTonmuyeckKMm AepMaTUTOM W PecrnmpaTopHOM
aTonuei y 60MbLLIMHCTBA 60/bHBbIX.
5. MNMomyTHeHVeM poroBuubl 6e3 HapyleHusa 3peHns (y 50% 60MbHbIX),

Kpntopxusmom (y 20% 60/bHbIX).

6. Moxet accouyumposatbcs ¢ cuHagpomom KannmaHa (KALI, Xp22.3) , and

KOTOPOro XapakTepeH rmnoroHafoTPONHbIA rMnoroHagn3m 1 aHocMus

duarHoctmka

1. lNpeHaTanbHasA gMarHOCTUKa

2. buoncns koxu: BblpaXeHHbIA TUNepKepaTos, 3epHUCTbLIN COW 00bIYHO
cnerka yrtonweH (Ao 3-4 psaoB  KAETOK), YMEPEHHbIA  aKaHTO3,
nepmBacKynsapHble MMGOrMCTUOLMUTAPHbIE MH(IUILTPATLI B AEpME.

3. DNeKTpoHHas  MUKpOcKonmsA: B 3epHMUCTOM  C/l0e  KOMNYecTBO
KepaTormaJiMHOBbIX TrpaHy/l He W3MEeHeHO, OHW  O0ObIYHOW Be/NYKHBI;
coAepXKaHue NaacTUHYaTbIX rpaHy1 CHUXKEHO.

AndepeHUNaIbHbIN ANarHo3

[MpoBOAAT C By/NbrapHbIM MXTNO30M (CM. Tabnmuy 1).
JleyeHwue
Hapy)xHasa cumntToMaTuyeckas Tepanus

CuctemHas Tepanus:

- peTwuHOoN, Apaxe, pacteop AnA npuema BHyTpb (D) 6000-8000 ME Ha Kr
Maccbl Tena B CYTKWU MnepopasibHO B TeueHue 8 Heaenb, NoAaepykuBarollas [osa
TaKXXe ABMSETCA M0 BO3MOXHOCTU HU3KOW [1,4-6]. MOXXHO NpPOBOAMTL MOBTOPHbIE
KYpCbl Tepanun peTUHO/Aa NaslbMUTATOM Yepes 3-4 MecsLa.

- ayuTpeTuH, Kancynbl (D) 0,3-0,5 Mr Ha Kr maccbl Tefia B CyTKWU NepopasibHO €
06LLe MPOAOHKNTENILHOCTLIO Tepanun He MeHee 6-8 Hefesb, C MOCTEMNEHHbIM
CHVDKEHWMEM A03bl BNIOTb A0 MUHUMabHO 3h(PeKTUBHON [1-7].

Bpo>K/eHHbIe He cUHAPOMasbHble (M30/IMPOBaHHbIE) X T MO3bI

AYTOCOMHO-  PeuuCCVBHble  BPOXAEHHble  UXTUO3bl,  3NUAEPMOSIUTUYECKME
(bynnesHble MXTWMO3bl) U ABa «OCOOLIX» MXTWNO3a: UXTNO3 ApMeKMHa U CUHAPOM
oTcnavBarowencs Koxu (MAINHI-CUHAPOM).

BHe 3aBMCYMOCTU OT 3TUOMOMMN LETU C BPOXKAEHHBIMU UXTUO3aMN UMEKOT PS4

CXOXMX KIMHNYECKMX MPU3HAKOB:

KonnoanesnaHblii pebeHoK. Y aeTelt ¢ namennsspHon (naacTuH4YaTom) opmoint
NXTNO3a U C HEOYNIE3HOW (DOPMOI BPOXKAEHHOW NXTUO3UGOPMHOWN 3pUTPOAEPMUM
Teno npu poxaeHnn B 80-90% cnyyaeB MOKPbLITO TOJ/ICTON KOMNOANEBOW
060/104KOi, HanoMuHatowen uennodaH. B 30-40% cny4vaeB KONNOAMEBBIA MNOA
BCTpeyaeTca npu gpyrux ¢opmax wuxtnosa (cuHgpom LllerpeHa-JlapccoHa,
TpuxoTuogmncTpodun, cmHapom KoHpaan-XHepmaHa, CUHAPOM Xas-Yannca) unm
Apyrunx 3abonieBaHUsAX, TakMx Kak 60ne3Hb Mowe (Trn2, nHaHTUAbHas opma) B
OCHOBe MartoreHesa KOTOpPOWM — AeumunT rNoKo3unLepamMua-B-raokosungassl. B
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10% cny4aeB y KONIOAMEBLIX AUTEN MUKPOCKOMUYECKMX MPU3HAKOB KXTMO3a
O6GHapyXXWUTb He YyOaeTca W KOXa, B [Aa/lbHeillemM npeobpetaeT HOPMabHbIiA
BHELLIHWIA BUA («oetu c camopaspeLuaroLeics KON0AMEBOM
060/104KOM»/NNACTUHYATbIN NXTNO3 HOBOPOXAEHHLIX).
Mpy poXAeHUW WX B TeYeHUe MepBblX [AHel Mocne POoXAeHWA KOnnoamesas
060/104Ka pa3pbIBAETCA U B TEYEHME HECKONIbKNX HefeNb YCUIEHHO OTTOPraeTcs.
SKTPONMOH ¥ 3KNabuyMm. YCWNEHHOe HaTsXKeHMe CHavasa KOoJI04AMEeBOM
000/104KM, & 3NTeEM W YTOJILLEHHON TMMEPEMMPOBAHHOM KOXW CO34aeT yCu/eHue
TATW B NepUopasibHOM 1 NepuopbuTaibHOM 061acTsAX, YTO MPUBOAUT K NOSBNEHUIO
3KTPOMnuMoHa (BbIBOPOT BeKa) 1 3k1abuyma (BbIBOPOT ryb). B cnyyae Konnoamnesoro
N1o4a BbIBOPOT BEK MaKCMMasIbHbIA MOC/E POXAEHUA U B TeyeHue 4-6 Hefenb
MPaKTUYECKM MOMHOCTLIO Perpeccupyer.
SpuTpogepmusa. vnepeMus ¢ UHPUAbTPALMEA W LUENYLLIEHUEM KOXW,
KoTOpasa oxBaTtbiBaeT A0 90% KOXXHOro nokposa
Yrposa runo-/runepTepmun. Y HOBOPOXAEHHbLIX 6O0/bLUYKO OMacHOCTb
NpeAcTaBndeT noteps Tensia, a B 6o0see MO3AHWE CPOKM, KOrga MpOUCXOAUT
3aKymnopka YCTbeB MOTOBbIX Xefie3 POroBbiMM MPobKaMu BO3pacTaeT OMacHOCTb
neperpeBaHus.

Aymocwvmo-peueccueﬂble BPOMCGBHHble uxmuo3ul

O6WmMM Ans  HacnefyemblXx MO  ayTOCOMHO-PELECCHBHOMY MpPU3HAKY
BPOX/AEHHbIX WXTNO30B SBNSETCA IPUTPOAEPMMS, KOTOpas MPOSIBMSETCS YXKe C
poXAeHMsi. HecMoTps Ha pa3nUYHy FeHeTMKY 3Ta rpynna MXTMO30B 00beAnHEHa
Moj, Ha3BaHNEM «TAMEN/IIPHbIE UXTNO3bI».

T10/10INA U 3NNAEMUNONOT NS

B ocHoBe rpynnbl (DEHOTUMUYECKM CXOXMX 3a00/1IeBAHWUIA NeXXaT pasiNyHbIe
reHotTunol. Bo Bcex cny4vasdx [fAeeKTHble TeHbl Y4yacTBYKOT B 06ecrneyeHum
LIeNOCTHOCTU anuAaepMasibHOro 6apbepa. Yaile BCEro BCTPeYaroTCA MyTauumn rexa,
KOTOpbIA  KOAMPYET (DePMEHT TpaHCryTamuHasy KepaTMHOUMTOB (XpoMocoma
14911) 4yTto, B CBOK OuYepefb, NPUBOAUT K CTPYKTYPHOMY HapyLLUEHUIO KIETOK
pOroBoro cfos. Bropasi No 4yactote myTauusa — 3aTparMBaeT reH UXTUMHA, KOTOPbIN
y4yacTBYeT B TPaHCNOPTe NUMUAO0B B NJaCTUHYATLIX Tefbuax. OcTanbHble AedeKTHbIe
reHbl, KOTOpbIE BCTPeYaroTCA NpPn ayTOCOMHO-PELNCCUBHBIX BPOXKAEHHBLIX UXTMO3aX,
KOAMPYHOT pas/inyHble TPAHCMOPTHbIe Genkn 1N epMeHTbI, KOTPMble CUHTE3NPYIOT
NNMUAHBLIE KOMMOHEHTLI POroBOro Cos.

3abonieBaeMoCcTb B MOMyNAUMM  pasivyHbIMKM - hopMamMn  ayTOCOMHO-
PELICCUBHBIX BPOXKAEHHbIX MXTNO30B cocTasnaeT npumMepHo 1:100 000.

HeGya./1e3Has 8p0x#cAeHHAs1 UXmuo3u@opMHas 3pumpodepmMus

STNo10rnga 1 3aNUaAeMnoaorms
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310 3aboneBaHVe C MPenMyLLECTBEHHbIM ayTOCOMHO-PELMCCUBHBLIM TUMOM
Hacnego0BaHKA. NaeHTuguumpoBaHbl  cuennieHns ¢ fokycamy 149112 b
17p13.1(myTauun PasINYHbIX FEHOB  JIMMOKCUTNHA3bI (apaxupoHar-12-
NIMMOKCUTEHa3bl, apaxmngoHar-ImnokcureHassol 3).

YacToTa BcTpeyaemocTy B nonynaummn 1:100 000 go 1:20 000.

KnnHmnyeckasa KapTuHa

KnnHMka BpOXAEHHbIX WXTUO3U(OPMHbIX 3PUTPOAEPMUINA — TeTeporeHHa.
OCHOBHbIM CMMNTOMOM SIB/ISIETCS BPOXKAEHHAs reHepasn3oBaHHasA apUTPOAepMUS C
wenyweHuem. CHayasna YellyrKy CBET/Ible M MeNKonaacTMH4YaTble, NOCTENeHHO B
npotiecce 3ab0/1eBaHNA OHWN CTAHOBATCS 60/1ee KPYMHbIMU Y TEMHELOT.

B 80-90% cny4yaeB AeTw poXKAakoTCs, Kak KOMI0AMEBbIA pebeHOK (MOKPbITbI
KON/IOAMEBO  POroBOil  060/104KOM).  VIHTEHCMBHOCTb  3pUTPOAEPMUM U
BbIP&XXEHHOCTb 3KTPOMMOHa — BapuabesibHbl. Yallle BCero MoXXHO YBUAETb /TafOHHO-
MOAOLLUBEHHbIA TUNEPKepaTo3 pPas/IMYyHOM CTeNeHW BblpaXKeHHOCTN. CUCTEMHOM
CUMNTOMATMKN — HeT. YMCTBEHHOE pa3BuUTUe pebeHka 0ObIMHOB Mpegeniax HOpPMbl,
ofHako. OCOGeHHO Ha MepBOM TOAY >XW3HW, BCNEACTBME 4acToro A/UTENIbHOrO
NeyeHns, HapyLUeHNs MpoLeccoB TemnjoobmMeHa, MOryT BCTpeyaTbCAd OTCTaBaHMS B
pocTe 1 (hM3NYecKoM pa3BnTun pebeHka. [36,37]

AnarHoctuka
1. buoncus Koxu: 06HapY>KMBAETCA akaHTO3, rMnepkKepaTos U, Kak npusHak
YCUNEHHOIN nponngepauum — pacnpocTpaHeHHbIN NapakepaTos.
2. MonekynsapHoO-reHeTUYeCKMin aHan3

AnhdepeHumnanbHbI AnarHos
[MpoBOAAT C NACTUHYATBLIM MXTNO30M (CM. Tabnmuy 1).

JleyeHune

MpoBoauTca KOMM/EKCHass Tepanua C  MPUBMEYEHNEM  CMEXHbIX
cneynanncToB. HapyxHasa Tepanua NPOBOAUTCA CUMMTOMATUYECKM, BKIHOYaeT
YBNKHAKOLLME CPEACTBa U KepaTONNTUKMN.

CucTemMHaa Tepanus
B KpaiiHe TsXenblX Cnyyasax , HaumMHasa co 2-3-T0 Mecsiua >KM3HM, BO3MOXXHO
KpaTKOBPEMEHHOE NMpUMeHeHne ALMTPeTUHA.
[o3npoBKa:
Y peTeii HEO6X0AMMO BblOpaTb Hanboee HN3KYIO 3NMEKTUBHYIO [03Yy. B cpeaHem,
OHa 06bI4HO cocTaeniseT 0,3-0,7 Mr/Kr macchl Tena.

ObcnefoBaHe A0 Havana Tepanum A0MKHO BKIKYATb:
- PEHTreHorpaMmbl A/IMHHBLIX TPYGYaTbIXX KOCTEA M GOKOBblE PEHTreHOrpamMbl
MO3BOHOYHMKA
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- o6wuiA aHanM3 KpOBM, TpaHCaMWHa3bl, CbIBOPOTOYHblE NWUNUABI, MOYEBUHA,
KpeaTUHWH, 3NeKTPONNTbI, 0OLLMIA aHaIM3 MOYM

B npouecce neyeHns He06x0AMMO KOHTPOAMPOBATb:
Bce nepeyncneHHble aHan3bl NOBTOPAIOT Kaxable 2-4 Heflenn B nepsble 2 MecAula
Tepanuu, 3aTeM Kaxzable 3 Mecaua.

CuctemHas Tepanus Hambonee 3dgeKTUBHA, OAHAKO BEIMK PUCK PasBUTUSA
NMOGOYHBbIX 3PYEKTOB, AaXKe MO KOHTPO/EM OMOXUMWUM KPOBW, O4HAKO MpAMble U
No60YHbIe 3MEKTbI PETUHOMAOB 00paTVMbl. PETMHOMABI OKa3bIiBaKOT BbIPaXKEHHbIN
aheKT Ha runepkepaTos v BbIBOPOT BEK, OAHAKO HE BIUAKOT HA 3PUTPOAEPMUIO.
B03MO>KHbIe NO60YHbIE APPEKThI OT CUCTEMHbIX PeTUHOWUIOB:

- MMpaKTnyeckn y BCeX MaUMEHTOB Pa3BMBAETCA CYXOCTb KOXW W CMU3UCTLIX, YTO
TpebyeT MOCTOAHHOIO MPUMMEHEHUs Ma3ed, B TOM u4mMCNe [A1A HOca W [/as.
YBe/IMUMBAETCA PUCK Pa3BUTUSA NMUOTEHHbIX FPaHyNeM 1 NaHapuLMeB.

- KocTHas cucTema pasBuTune audidy3HbIX rmnepocTo3oB, 00bI3BECTB/IEHNE MepeaHel
KpecToobpa3Hoi CBA3KKM, 06pa3oBaHMe 0CTeOPUTOB. Takme N3MEHEHNS BCTPeYatoTCs
TaKXe W Yy MNOAPOCTKOB, HE MPUMHUMABLLMX PETUHOUAbI, MO3ITOMY HEo6X0AMMO
MPOBECTN PeHTreHorpaguio CKeneTa [0 Hayana Tepanuu, C LEenbio MocniefyroLlero
MOHUTOPVHIa PasBUTUA BO3MOXKHbIX MOBOYHBLIX 3PPEKTOB Tepanuu CUCTEMHLIMM
peTuHongamu.

- MOBbILLEHNE aKTUBHOCTM TpaHcaMmHas [22].

NamennapHble (N1acTUHYATbIE ) UXTUO3bI

ATMON0IUA U 3NNLEMUONOTUS

Y  MOMIOBMHbI NAauUMEHTOB OTMeYaeTcs MyTauusi reHa TpaHCrayTaMuHasbl
1(14911.2); TMn HacnegoBaHUs Yy 6O/bLUEA YacTU ayTOCOMHO-PELMCCUBHBINA, HO
BO3MOXEH 1 ayTOCOMHO-AOMWHAHTHbIA TUMN HacfefoBaHUs. YacToTa BCTPeYaeMoCTy
B nonynauum 1:200 000m go 1:300 000. Ob6a nona nopaxaroTcs 04NHAKOBO.

KrnHuyeckas KapTuHa

Kak reHeTUYecku, TaKk U K/IMHUYECKMN, NamenfspHble MXTUO3bl — HE OAHOPOAHas
rpynna 3abonesaHunii. 80-90% petert poXKaatoTCs, KakK «KOJINMOAMEBBIA Nioa». Koxa,
KOTOopasi  OBHaXKaeTcA  rocfe  OTXOXAEHWS  POroBOM  060M0YKM  MeHee
rMnepeMmMpoBaHHas, HO OTMeYaeTCs reHepasM3oBaHHOE NIACTUHYATOE LUeNyLUEHNE,
OAHOBPEMEHHO C KOTOpbIM 06s3aTeNlbHO HabMHAAeTCA Naf0HHO-MOAOLLBEHHbI
rMnepkKepaTo3, KOTOPbIA  ABMSETCA  MOCTOAHHLIM  K/IMHUYECKUM  MPU3HAKOM
3a60/1eBaHNA. Yellyiiky Ha rnafgKoi KoXXe 00bIYHO MeNKue U CBET/Ible, Ha FOMeHsX
KpYrMHble, 00pasyloT nnacTMH4YaToe LlenyLlleHne. Y  HEKOTOpbIX  60/bHbIX
HabnogaeTca feopmauma YLWHbIX pakoBuH. O6s3aTe/lbHbIMM COMYTCTBYHOLLMMM
(beHOMeHamW  ABMAKOTCA  3KTPOMWUOH, 3KMAOWMOH, TPEWWHbl, KOHTPaKTypbl W
ANCTPO(UN HOTTEN, TSXKENOoN pyoLuytoLenca anoneumen, 0CO6eHHO No nepudepunn
ckasibrna. MHorve fJet BHayasie OT/IMYAKTCA MasilbiIM POCTOM, HO MOCTENeHHO
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HaroHAT CBEPCTHUKOB. pMU3HaKOB CUCTEMHOIO 3ab0/1eBaHNA — HeT. lNcuxmnyeckoe
pa3BuTMe B npegenax HopMbI.
3aboneBaHvie XxapaKTepusyeTcs:

1. Hannymem mxTno3a Yy POACTBEHHMKOB NalueHTa 1 n 2 CTeneHn pPoacTBa.

2. lNosABNeHNeM  KNMHMYECKUX CUMMTOMOB C  POXKAEHWUA: NJOL POXAaeTcs B
KONIOMAHOW MNIeHKEe WX COCTOSHUW TeHepasIM30BaHHON 3pUTPOAEPMUN,
3aTeM K 6-7 MecAuam rocne pPoXAeHWs pasBMBaeTCA reHepasn3oBaHHOe
NNacTUHYaToe LLUeNyLLEHME.

3. OTCyTCTBMEM HapyLleHUA (U3NYECKOrO U MCUXMYECKOro pasBuTua y
O0/IbHbIX.

4. OTCYTCTBMEM CE30HHOCTM.

AnarHoctuka

1.Buoncus kKoxu: FnepkepaTos, 04aroBbl MNapakeparos, akaHTOo3, YTO/ILLEHME
MeCTaMu A0 5 psAfoB 3epHUCTOrO Cos. B ImMNoBaTtoM Coe - 04aroBblid CMOHIMO3.
BocnanutenbHble M3MEHEHUA B [EpPMe YMEPEHHO BblpaXeHbl. CanbHO-BONOCAHbIE
(PONINNKYNbl  aTPO(IMYUHBbIE, WX KO/IMYECTBO YMEHbLUEHO, MOTOBbLIE >Kefe3bl He
N3MEHEHDI.

2. MoneKkynspHo-reHeTUYecKoe nccnefoBaHme

3. OnekTpoHHadA MUKpockonusA: Bbifendetca MeTabonmyeckas akTUBHOCTb
ANUTENNOUMTOB, O YeM CBUAETENbCTBYET YBE/IMYEHME YMCa MUTOXOHAPUA W
pnbocomM B MX uMToniasMe. B KieTkax porosoro C/osi BbISIBAAKOT MHOTOYUC/IEHHbIE
NNNUAHbIE  BK/IKOYEHUA, B  MEXK/IETOUYHbIX MPOMEXYTKAaX — MHOIQYUC/IEHHbIe
nnacTuHYaTble rpaHy/ibl.

AnhdepeHumnanbHbI AnarHos
NamennsipHble MXTWO3bl ANDMEPEHLMPYIOT, B OCHOBHOM, OT Hebysne3Hoi
BPOXAEHHON NXTNO3MKOPMHON 3puTpodepmun (cm. Tabnuy 1).

[MporHos
JTamennsipHbIiA MXTUO3 TSXKeNoe 3ab0neBaHMe NPOTEKatoLee NPakTUyeckn 6e3

peMUCCNN B TEYEHNE BCEWN XXN3HU

JleyeHue

AunTpeTuH, Kancynbl (D) 0,3-0,5 Mr Ha Kr maccbl Tena B CyTKM MepopasibHO C
nocnefyroLmnm NoAAEPXUBAKOLLNM NIeYeHMEM C YMEHbLUIEHWEM [03bl MpenapaTa B 2-
3 pasa. [AnnTesibHOCTbL Kypca neveHuns — ot 2-3 Mecaues 4o roga [1-8]. MNpu otmeHe
NeYeHns peunans BO3HNKAET B CpefHeM Yepes 6 Hefenb. CoveTaHNe CUHTETUYECKUX
PETMHOMAOB C (hOTOTepanuen NoBbiwaeT 3)HeKTUBHOCTL NeveHns [2,5,46,56].

Byase3Hbie (3nudepmoaumuyeckue; KepamuHonamu4yeckKue)uxmuo3bwl

K 6ynnesHbiM MXT03aM OTHOCAT BPOXAEHHYIO OYN/1E3HYH0 UXTUO3N(OPMHYIO
3PUTPOAEPMUIO, UINNCTBIA MXTNO3 KypTa-MaknuHa v 6ynnesHblid UXTUO3 Tuna
CunmeHca.
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ObWwmM ans BCeX OYNNEe3HbIX MXTMO30B ABMAETCA MyTauuW FeHOB KepaTuHa,
YTO BbI3bIBAET BaKYO/IbHYH [ereHepaumio 3epHUCTON0 U BEPXHEro LUMMOBaToro
C/I0EB anuaepmumca, YTo NPUBOAUT K 06pa30BaHUIO MOBEPXHOCTHLIX My3blpeit [41].

XapKTepHO TO, YTO NIaCTUHYaTbIE Te/bLa Npy 3TOM He MOTYT BblAeNNTb CBOW
NANUAbI B MEXK/IETOYHON MPOCTpaHCTBO. C yBeNnYeHWeM TOMWMHBIL anuaepmMuca
CK/IOHHOCTb K 06pa30BaHMIo My3blpein yMeHbLLIAeTCS.

Bpo>kaeHHas oynnesHas NXTUNOGopMHas apuTpPOAEPMUS
(anunaepmonnMTUYECKNA TnepKepaTo3, 60n1e3Hb bpoka)

T10/10INA U 3NNAEMUNONOT NS
Hacnepgyetca  ayTOCOMHO-AOMWMHaHTHO. B OCTa/lbHbIX — Cly4dadx B
POLOC/IOBHbIX WMEKTCA TONMbKO MO OAHOMY npobaHay. WaeHTudmumpoBaHo
cuensieHne ¢ nokycamn 12911-13 n 17912-g21 (MyTaunm KepaTMHOBBIX reHoB K1 u
K10).
YacTtoTa pacnpocTtpaHeHns B nonynaumm 1:300 000.

KnuHuyeckasa KapTuHa

[eT poXpawTcad B COCTOAHUW 3PUTPOLEPMMM U OBLUMPHBLIMK  3PO3MAMU, YTO
MO3BOJISIET 3amnoAo3puUTb OYNIe3HbIA  ANUAEPMONN3 WU CUHAPOM  060XOKEHHOM
KOXW, BbI3blBAEMbI CTaPUIOKOKKOM. HecmoTps Ha Hainyune rvnepkepaTosos
OTMEYaeTCA MOBbILWEHHAA TpaHCanuaepmaibHas noteps BoAbl. [locne nepBoro-
BTOPOr0 rofa »>KU3HWM CK/IOHHOCTb K 00pa3oBaHMIO MNy3blpeid  HECKOJIbKO
yMeHbLUaeTca. Y nauueHTa o06pa3yeTcs KpPYMHOMJACTUHYATBIA  r1MnepKeparos,
KOTOpPbIA M3-332 JIMHEMHON HamoMWHaoWen LWunbl ¢OopMbl, HaNmOMWHAET WI/bl
ANKOOOpa3a, 13-3a 3TOro ero HasblBatOT UroNbYaTbIM UXTUO30M. 1 B paHHWIA Nepunog
W B Ja/bHENLIEM COXPaHAeTCA MOBbILWEHHAA CK/IOHHOCTb K CYMepUH(EKLUAM.
KNnHWYeckn BbIAensaroT LWecTb MOATUMOB MronbvyaToro uxtmosa (Knaccugukauus
DiGiovanna n Bale,1994). OCHOBHbIM OT/NYUTE/IbHbIM MPU3HAKOM SBNSETCA
Hasimume (tun  1-3) wam  otcyTtctBue (Tunbl  4-6) NafoOHHO-MOAOLUBEHHOIO
rmnepKeparosa.

B 06/acT¥  KpYrHbIX eCTECTBEHHbIX CKMafOK (KOMIEHHbIX, JIOKTEBbIX,
Ny4e3ansiCTHbIX W TOMEHOCTOMNHbLIX CYCTaBOB, Ha LUEHbIX CKIagkax, B 06nactu
MOAMBILLIEYHBbIX BMaAWMH) HabMO4AeTCA rUMepKepaTos € KPYMHOMIaCTUHYATLIMM
POroBbIMM  KPOLLKOMOAO6HbIMM 06pa3oBaHMAMM. Ouyarn runepkeparosa 6yporo,
OYpO-4epHOro WM rps3HO-ceporo LeeTa. Ha ¢oHe runepkepatosa nepBoHaYaibHO
NOSABNAKOTCA My3bIPN C CEPO3HLIM COAEPKMMbIM U MOCEAYHOLMM NPUCOELNHEHNEM
BTOPUYHON MHPeKumnn. OLHOBPEMEHHO OTMEYaeTCA MOBbILLIEHME TeMMNepaTypbl Tena
N yBeIMYeHVEe PErvoHapHbIX MMGATUYeCKUX Y310B. [pu OTTOPXKEHUWN POrOBbIX
HaC/MloOeHWn  OCTAlOTCA  3PO3MPOBaHHbIE O4Yarh C  3aMeTHbIMW  COCOYKOBbLIMM
paspacTaHusAMKN. XapakKTepeH HEeMnpUATHbIA 3anax W3-3a 4acToro npucoeauHEeHUs
BTOPVYHOW UH(EKLMWN. B rpyaHOM BO3pacTe MH(EKLMM MOTYT NPUBECTU K CENCUCY U
NneTasibHOMY UCXOLY.
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3abonesaHve xapaKTepusyeTcs:

1. Hannymem mxTro3a Yy POACTBEHHMKOB nauueHTa 1 u 2 cTeneHn poacTBa.

2. TlosiBNeHVEM  K/IMHWYECKMX CUMNTOMOB C  POXAEHUSA: MPU POXAEHUN KOXa
pebeHKa BbIrNA4MT MaLepypoBaHHON, BCKOPE MOC/e POXAEHUSA KOXKa CTaHOBUTCS
CYXOi4, a Ha KPYMHbIX eCTECTBEHHbIX CKNafKax orpy6eBsLuUeii N KpYynHOCKIaa4aToM.
3. Ce30HHOCTbIO: 060CTpeHWe 3abonieBaHWA € OYyNe3HON  peakunen U
nocnefyroWwmm npucoegnuHeHneM WHGEKUMM 06bIMHO HabGMO4AeTCA OCEHbHO W
BECHOWA.

AnarHoctmka
1. Bbuoncua KoXxu: IANULepMOIMTUYECKNIA TUMePKepaTo3, KOTOPbIA BK/KOYAET B
cebs BbIpaXXeHHbIN rMNepKepaTos, a TakXkKe BaKyo/IbHYH U 3ePHUCTYHO ANCTPOgnIO
KMIETOK 3€PHUCTOr0 C/I0A U KNEeTOK BEepPXHUX PALOB LUMMOBATOro Cnosi. Pesko
6asouibHble rpaHy/bl KepaTtoreaMHa BbIFASAAT CAAMWUMUCH, C TPYObIMM
oyepTaHUAMU. FABHbIe My3bIpyM MOTYT He ONpefenaTbCsa, 0AHAKO 06bIYHO MMEHOTCH
LeneBuaHble  AeekTbl  BCNeACTBME  HapyLUeHWs  CBA3eM  MeXAy CWU/IbHO
BaKyO/M3MPOBaHHbLIMI K/IETKaMW B BEPXHUX CMOSX anuaepmMmca.
2. DNEeKTPOHHas MWKPOCKOMWA: BbISBASETCA arperaums TOHOMWUIAMEHTOB MO
nepuepnn KNeTok, HapyLleHa CBA3b TOHO(UIAMEHTOB C IeCMOCOMaMM, B K/IETKaxX
3€PHUCTOrO CNOA KPOMe CKPYYeHHbIX TOHOMWUIaMEHTOB B O0/bLLOM KOJIMYeCTBe
OMpefensatoTcs rpaHy bl KepaToreasinHa.
3. Heobxogum NOCTOSAHHLIA MOHUTOPUHI COCKOGOB C KOXW Ha (hopy v TUTP
aHTUCTPENTONN3NHA

AnddepeHumanbHbI AnarHos

[MpoBOAAT C CMHAPOMOM CTaUIOKOKKOBON OOOMKMKEHHON KOXKM — [ebroT
nocfe  04aroBoW  FHOWMHOM  MHGEKUMKW,  TeHepasiM30BaHHOE  06pa3oBaHue
MOBEPXHOCTHbIX My3blpeld, NpekpallatoLleecsd Yepe3 HECKONbKO AHel, peLuvavBOB,
Kak npaswno, He bbIBaeT. HeT runepkeparosa

BynnesHblii aNMAepMOonn3 — HeT rMNepKepaTo3oB, My3blpy Ha PasHbIX y4acTKax
KOXW, [OebT C pOXAeHWs, 4acTo fedeKTbl HOrTeBbIX MAaCTUH — MNPOBOAAT
MMMYHOTMCTOXUMMUYECKOE TUMMPOBaHME

TOKCMYeCKNiA  anuaepMasibHbliA  HEKPO/U3 MePBUYHO BHE3ANHO BO3HMKLUAA
KopernofobHad 3K3aHTeMa/apuTpoAepMmusa, BTOPUYHO - OTC/IOMKA anuaepmumca.
[(MCTONMOTNYECKM — 3NUAEPMa/IbHBIA  HEKPO3 W My3blpy pacrnonaratoTca Mo
6a3a/ibHbIM C/I0EM

NxTno3 urnncToin KypTa-MaknmHa — HeT 3p03vid, MacCUBHbLIA WUINCTbIN
rmnepkeparos. MMCTonorMyeckn — 0TCYTCTBME 3ANUAEPMO/IN3a

XxT1o3 bynnesHbini CUMeHca — YMepPEHHbIN T1MNepKepaTos, 3p03nn BbIPaXKeHbI
cnabo. MMCTONrNYeCcKN — aNnAEePMOsIN3 TONbKO B BEPXHEN YacTy LUNMOBATOro C10s U
B rpaHy/1e3HoOM Crloe.

JleuyeHue
Bbi6bop MeToAa Tepannm HanpsMyo 3aBUCUT OT BO3pacTa naumeHTa:
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PaHHWIA TpyaHOW BO3pacT — B 3TOT MepUoj OYeHb BeMKa BePOATHOCTb
BO3HVKHOBEHUSA CYMNepUHPEKLNM N XapaKTepHbl 0OLUNPHbLIE 3P03UN, B CBA3U C 3TUM
[eTV HYXOalTCA B UHTEHCYBHOM MeAMUMHCKOM HabMofeHUM U KOHTpose. YacTto
rnokKasaHa crcTeMHas aHTMOMOTMKOTepanus.

AnuTenmsauma  3po3vMin - MPOMUCXOAMT  XOpOLWO  MNpU  MPUMEHEHUM
HenpUInNatoLLmMX NOBA3OK Ha rMapodo6HOI OCHOBE. py HaNNMYMK CynepUHMEKLIAN
NMPUMEHAIOT HENPUANNAKOLLINE aHTUCENTUYECKIME NEHHbIE NOBA3KW.

PaHHWA [eTCcKuiA BO3pacT — MeCTHasd W CUCTEMHAs KepaTo/iMTU4YecKas
Tepanus NPoOBOAUTCA O4YeHb OCTOPOXKHO M3-3a CKIOHHOCTU K 06pa30oBaHmio My3blpei.
He nprvMeHAI0T Masn C BbICOKOW KOHUEHTpaumein moyeBnHbl. CUCTEMHYHO Tepanuio
auUTPETMHOM Ha3HayatoT TO/IbKO B 0COObIX, YCTOMUMBBLIX K Tepanuu, Cryyasx
rMnepKepaTo3os, Mocne CrabunmusaumMm 3po3vBHON (hasbl UM [03a He [O/KHA
npesbiwatb 0,3 Mr/Kr maccol /cyT.

PekomeHZyeTCcA  [JOMNOMHATL Tepanuilo  aHTUCENTUYECKUMW  BaHHamn C
pacTBOPOM NepMaHraHaTa Kaimsa B KoHLUeHTpauun 1:6000-1:10 000.

[na cMAryeHnsa rmnepkepaTo3oB NPUMEHSAIOT BaHHbI C Mac/iamu.

Mo pe3ynbTaTaM NOCEBOB C MOBEPXHOCTU KOXU, AeTam ¢ BB nepnoanycku
nokasaHbl CUCTEMHble aHTUOMOTMKM, aKTVMBHble B OTHOLLUEHUW CTPENTOKOKKOB
(MEHMLMNINH, aMOKCULMNIVH).

[MogpoCTKM — MOKa3aHa aKTMBHaa KepaTo/mMTuyeckaa Tepanua. B cnydae
BbIPXKEHHbIX TMNEPKepaTo30B [JOMYCKAeTCA NMPUMEHEHNE HU3KUX 03 CUCTEMHbIX
peTuHongoB . AunmTpeTuH, Kancynsl (D) 0,3-0,5 Mr Ha Kr maccbl Tena B CYTKU
nepopasibHO [1,6]. ApomaTuyeckue pPeTUHOWAbI MOTYT YBeNM4YMBaTb XPYMKOCTb
KOXW, BCMEACTBME Yero, BO3MOXXHO, YBeNn4yeHue Oy/1e3HOro KOMMoHeHTa. [ns
YCKOPEeHUS 3aKUB/EHNS 3PO3UIA PEKOMEHAYETCS MCMO/Mb30BaTb MECTHOAENCTBYHOLLME
CPeAcTBa, CTUMY/IMPYIOLLME pereHepaLmio.

Hxmuo3 ueaucmowiti Kypma-MakauHa

3TO «UCTUHHBIA WINCTBIA UXTNO3» CBSI3aH C MyTaumel reHa KepatuHal.
TakkKe Kak W BPOXAeHHasa Oynne3Has WXTUO3NMOPMHas 3IPUTPOLEPMUSA, UXTUO3
KypTta-MaknuHa Hacnegyetca ayTOCOMHO-AOMWHAHTHO. OfHako ero otinyve B
KIMHUYECKNOM OTCYTCTBUM 3P03UIA, TMCTONOMMYECKU — OTCYTCTBYET 3aNUAepMONK3.

XapaKTepHON 0COBEHHOCTbIO ABMIAETCA BbIPaXKEHHbIW TUnepkKepaTo3 B BUAe
LUMMOB, KaK «WUrbl [AMKOOpasa». Takxke, Kak W Mpu BPOXAEHHOW Oynne3Hou
NXTUO3U(OPMHON 3PUTPOAEPMUM, XapaKTePEH NafO0HHO-NOAOLLBEHHbIE KEPATO3.

Hxmuo3 6ya1e3Hbill muna CumeHca (UXmuo3 3Kcgho1uamueHbslil)

13 BCEX UXTNO30B, Hac/neAyeMbiX Mo ayTOCOMHO-AOMUHAHTHOMY TUMY, NXTMNO3
TMna CumeHca, siBNsieTca Hambonee nerkum. OH cBsizaH C MyTauMel KepaTuHa 2e.
Mpn 31O hopme OTCYTCTBYHOT NafJOHHO-MOAOLLBEHHbIE KepaTo3bl, C/1ab0 BbIpaXkeH
rMMNepPKepaTos Ha APYrmx yvacTkax KoXu.

XapaKTepHbIM NPU3HAKOM SABMSETCA HAMYMe BOPOTHNUYKOBOIO LLENYLLEHMWA MO
Kparo 3p03WiA, KOTOPbIA  Ha3blBatOT  «(EHOMEH  JINHbKMN». anunaepmonus
rMCTO/IONMYECKN OrPaHNYeH TO/IbKO BEPXHMMU CNOAMK 3nnaepMmca.
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Oco6bie QOQM]:I HUXTHUO30B

NxTno3 ApneknHa (MxT1ro3 nnoga) - ayToCOMHO-PELLECCMBHbIV TUM HAc/eA0BaHNSA
C MOJTHOM NeHeTPaHTHOCTbIO reHa. OBHapy)XeHa MyTaL s reHa , BaXKHOro A1
TpaHcnopTa ninnuaos ABCAL2, KOTopbIi KOAMPYETCS Ha XpoMocome 20q34.
AKCMPEeCCMBHOCTb OT TAXKE/bIX 40 CPefHeN TAHXKECTU KIIMHUYECKNX NPOSIBIEHWIA.
YacToTa pacnpocTtpaHeHusa B nonynaunm 1:300 000.

KnnHnyeckasa KapTuHa

3aboneBaHVe XapakTepu3yeTcs MOSB/EHWEM  KIMHUYECKUX CMMMTOMOB C
POXAEHUA: MPU POXAEHUN KOXa pebeHKa HanoMuHaeT rpybblidi CyXOl pOroBoMu
NaHuMpb cepoBaTo-6e10BaToOro WM CUPEHEBATOrO LIBETA, KOTOPbIA B NepBble Yachl
nocse poXxkaeHNs HaunHaeT TeMHeTb. HoBopoXKaeHHbIe B 80% cny4yaeB poxXparoTca
HeL,OHOLLEHHbLIMU,

MopaxkeHWe 3axBaTblBaET BECb KOXHbIA MOKPOB B BWAE CMJIOLIHOrO,
Pa3/IMYHON TONLMHBI POrOBOrO0 NaHUMps 6enoBaTo-KEeNTOro WM CcepoBarto-
KOPUYHEBOr0 LBETA, KOTOPbIA PacTPecKMBaeTCd, M Ha CYCTaBHbIX MOBEPXHOCTHAX
0bpa3ytoTca rnybokme 60po3akn. Ha ronose TONCTbIA CMNOM POroBbIX HAaC/OEHWUMN,
MMeloLMecs BOSIOCbI  KOPOTKWE, pedKue wWAM  BOBCe OTCYTCTBYHOT. Jlnuo
AeopMMpoBaHO M MOKPLITO KPYMHBLIMW POrOBbIMW  MacTUHaMK. POT  LUMPOKO
PacKpbIT M3-3a CUIbHOM WHPUIbTPALUN MATKUX TKaHeW, B yrnax pra rnyookue
TpewmHbl. My6bl YTONLWEHDI, @ CIM3UCTas 060/104Ka BbIBEPHYTA, PE3KO BblpaXKEeHHbIA
9KTPOMMOH, pecHuUbl paspskeHbl [29,34]. YLWHble pakoBUHbI AehOpMUPOBaHbI Y
MIOTHO MPWXaTbl K Yepeny WM 3aBepHyTbl Breped. B HO34pAX U CNyXOBbIX
MPOX04ax POroBble HAC/OEHUSA B BUZE MPOOOK.

OfHako 3ab0/ieBaHMe He COMPOBOXAAETCA MOPOKAMWN Pa3BUTUS BHYTPEHHUX
OpPraHoB WM HEPBHOW CUCTEMbI.

Mpn [OMKHOM YXO[e, POroBble HAC/NOEHUS OTTOPralTCsA Yepe3 HECKOJbKO
Hepenb. Takue ety NpeobpeTaroT NPakTUYeCKN HOPMasbHbIN BUf, OAHAKO Ha BCHO
YW3Hb Y HUX COXPaHAETCA TaKenas HebynnesHas aputpogepmus [47].

AnarHocTtmka

1. Buoncusa koxku:  IponngepaumoHHbIin rTmnepkeparos (MHoraa ¢
napakepaTo3oM), rpaHy/es, yMepeHHbI akaHTOo3, rMnepTPogusi COCOYKOB AEPMbI,
YBENNYEHNe CasibHbIX U MOTOBbIX Xese3, NepuBacKynapHble NHPUNbTPATHI.

2. ONeKTPOHHO-MUKPOCKOMNUYECKOe uccnegosaHne: MHOroUnMcneHHbIe MMNUAHLIE
BK/THOYEHMSA B K/IETKAX POroBOro cnos. He BbIABNAKOTCA HOPMa/ibHbIe
«nnacTUH4YaTble rpaHynbi» (Tenbya OanaHaa).

3. MonekynspHO-rmHe TUYeCKOoe 1ccneioBaHne B Ka4ecTBe rnpeHaTasbHow
AnarHocTuku nocne 10 Hepgenu rectauun.

JleuyeHue
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[MepBble Hefenm XWM3HN Yy TakMX [eTeil BbICOK PUCK TPAHCKYTaHHbIX UHMEKLNN,
KOTOpble MOryT pPa3BUTbCHA M3-3a TPELLMH Ha KOXE, PUCK PasBUTUS runepTepMun u
HapyLleHW 3NeKTPONIMTHOro 6GanaHca, NO3TOMy peGeHOK, O0COGEHHOe MepBble
HECKO/IbKO Hefesb, HY)KAaeTcsa B MHTEHCUBHON Tepanuun. OH [LO/MKEH HaxoauTcs B
YCNOBMAX  BMIWKHOIO  MHKy6atopa M MNOAyYaTb  HApPYXHYK  Tepanuio
NHAMDMEPEHTHbIMM 3Mo/leHTaMK.  HeobxoamMmo HabnofeHne odTasibMosiora no
MoOBOAY 3KTPONUOHA, PaHHEee MCNo/b30BaHNe CUCTEMHbIX PETUHOMAOB, B YaCTHOCTM
aunTpeTHa, MOTYT MPUBECTM K YNYULLEHUIO B BbDKMBAEMOCTM, 60/ee ObICTpOMY
OTTOPXXEHNIO POroBoil 060/104KK, BOCCTAHOB/IEHNIO BbIBOPOTA BEK U ry6. TeM He
MeHee MPOrHo3 Yy TakMx [eTeil He BCerfja XOpowWid. KX COCTOsHME 4acTo
OC/OXHAETCH /IEFOYHOIN 1 MOYEUYHOIN HeJ0CTAaTOUHOCTbIO, CENCUCOM, AernapoTaLmeil.
BbICOK pUCK pa3BUTUS KOHTPaKTYP.

[Mo3TOMy Heo6X0AMM BHUMATE/bHBIA  MYNbTUANCLUMNIVHAPHBIA MOAX04 ANA

OLIEHKW pUCKa 1 Nonb3bl Ha3HavYeHns peTmHongos [11,24,52]

HoBOpOXAeHHbIE  HY)XXAATCA B WMHTEHCUBHOW Tepanuum B YC/IOBUAX
NHKyb6aTopa.

Heobxoanma napeHTepasibHas KOpPpeKums BOLHO-3/1eKTPO/IMTHOIO 6GanaHca,
NpUMeHeHVe aHTUbaKTepuasbHbIX NPenapaTosB CUCTEMHOIO LeNCTBUS,

Tsykenble (DOPMbl BPOXKAEHHOTO UXTNO3a TPeOYKT Ha3HayeHWUs CUCTEMHOW
Tepanun (B-C). Ona pocTuxeHUs addekta HeobXoAMMO HauMHaTb JleyYeHue B
nepBble OHWN >XXMU3HW pebeHKa. B KOMMIeKC TepaneBTUUYECKNX MEepONnpUsATUA BXOAUT
HasHauyeHWe CUCTEMHbIX T/IFOKOKOPTUKOMAHBIX MpenapaTtoB W3 pacyeta Mo
NpeLHU30/I0HY 2-5 M Ha Kr Beca B CYTK/ B TeyeHue 1-1,5 mMecALeB C NOCTeNneHHbIM
CHVDKEHMEM [03bl O NOJIHOM OTMeHbI [1,9].

B KayecTBe CpeACcTB CMMMTOMATUYECKOW Tepanuu, Npu pasBUTUN Pas/iMyHbIX
OC/IOXXHEHWUI N COCTOSHWUIA B MEepuof, HOBOPOXKAEHOCTW, MOKa3aHO MCNoNb30BaHUe
aHTMbaKTepmasbHOW M NPOTUBOrPMOKOBON Tepanuu. Koppekums ypoBHS 6erka,
NMMYHOT100Y/IMHOB, MOHUTOPWHT BO4HO-CO/IEBOr0 paBHOBECHS.

YX0[ 3a KOXEeN 3aKNio4vaeTcd B YBMOKHEHUWN, 3KUBMEHUW TPELWH W
npounakTnKe WHPUUMpPoBaHMA. TprYMeHeHWe KepaTONMTUKOB U MexaHW4ecKoe
y[a/leHe POroBbIX HAC/I0EHNIA He PEKOMEHAYHOT.

CUHaQOM ommaueamt_qeﬁc.q KOoJicu tnuﬂune-cunapoml

T1mMonorusa

CuHAPOM OTCnavBatoLLeinca KoXku — 3abosieBaHne HacneayeTcs no ayToCOMHO-
peLieccMBHOMY TUNy. B 0CHOBe akpasibHbIX (DOPM IEXUT MyTaLna reHa
TpaHcrinytammuHasbl-5 (TGM-5 Ha xpomocome 15015.2), B OCHOBE reHepasin30BaHHOW
(hopMmbl — MyTauma reHa kopHeogecmosnHa (CD5SN Ha xpomocome 6p21.3).
3aboneBaeMocTb coctasndet 1:100 000 go 1: 500 000.

KnnHnyeckas KapTuHa
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BO3MOXHbI ABe KAMHMYeckMe (opMbl — akpaibHas, Korga npouecc
3aTparvBaeT, B OCHOBHOM, Tbl/lbHble MOBEPXHOCTW KUCTEA WK  CcTOM, W
reHepann3oBaHHasl, Korja opxsayeH BeCb KOXHbI NOKPOB.

AYTOCOMHO-PELMCCUBHBIN MUAUHT CUHAPOM BO3MOXKEH [BYX Tunos A u B.
Tun A Xapaktepusyetcd BapuabefbHOCTbIO Hauvana, 3abosieBaHMEe MOXET OblTb
BPOXAEHHbIM WM AebroTnpoBaTb B Bo3pacte 3-6 neT. Tun B oTnunuaetcs
BOCMA/IUTENIbHbIM  KOMMOHEHTOM W K/IMHWYECKN BbIFNAAWT, KakK BPOXXAeHHas
NXTNO3UGOPMHAsA 3PUTPOAEPMUS acOLMMPOBaHHAA C NMPOAO/KAOLLENCA OTC/IONKON
KOXW. YydlleHne B COCTOSAHUW MOXKET OTMeyaTbCAd Yy 4YacTW, HO He Yy BCEeX
nauymeHToB. 'MNOrnapo3 Takxke xapakTepeH He A/19 BCEX MauveHToB. PacCTponCTBO
Xapakrepusyetca 3y4OM, YYBCTBUTE/bHOCTbIO K KOXHbIM WH(eKuusaM, BKIHYas
BUPYCbI repreca. XapaKTepHbl CK/IOHHOCTb K aTtonuu, KOPOTKWIA PocT. JlabopaTopHO
OTMeyvaeTcs nosbleHne IgE 1 303uHouans.

XapaKTepHO YCW/eHHOe OTC/laMBaHWe Hapy>XXHbIX C/I0eB anunaepmMmca, KOTopoe
MOXET COMPOOBOXAATbCA HEBOCMa/MTE/IbHOW, MEPUOAUYECKN  YCU/IMBAKOLLECS
apuTeMoi. py NOBbILEHMN TeMMepaTypbl U BNAXHOCTM BO34yXa, LUeNyLIeHue
ycunmaeTcd. CyObeKTMBHbIE Xaiobbl, 06bIYHO, OTCYTCTBYHOT. 3aXKMBNEHMe
nponcxoant 6e3 pybueBaHUs.
duarHoctmka

1. Buoncusa KoXKu: rucTonornyeckn Habnogaetca 0bpasosaHme noBepPXHOCTHbIX
My3bIpein MeXay 3epHUCTLIM Y POrOBbIM C/I0SMU
AnhdepeHumnanbHbI AnarHos

OndhdhepeHUMPYOT MUANHI-CUHAPOM OT MPOCTOro 6ynne3Horo anuaepMosnmsa
(B3  xapaktepm3yeT  06pa3oBaHMe My3blped B 6GasalbHOM  CNoE); MU
ANNLEPMOSIMTUYECKOTO TUMepKepaTo3a (BPOXKAEHHAs 3pUTPoAepMUs, ANPQY3HbIN
NXTNO3)

JleyeHwue
[MpoBOANTCS HapyXXHas CUMNTOMATUYECKas Tepanus.

[Mpro6PeTEHHLIN MXTWNO3 Y ieTell He BCTPeYaeTCs, NosAB/SETCA B 3pe/ioM BO3pacTe,
Yalle BHe3anHo, BcTpeyaeTca B 20-50% cnyydyaeB nNpU  3/10Ka4eCTBEHHbLIX
0bpas3oBaHMAX (Hambosiee 4acTo MpU AMMAOrpaHynomarose, 1MMAoOMe, MUENOME,
KapLMHOMaX Nerkux, AMYHUKOB U LLIENKN MaTKMW).

[McTonornyeckasd KaptuHa npyv NPUOOPETEHHOM WXTMO3e  He OT/INYaeTcs OT
TAaKOBOWM MNPV HacNeACTBEHHbIX (opMax uxTno3a. [locTaHOBKE MPaBU/IbLHOMO
AMnarHo3a rnomoraeTt TLiaTe/lbHbI CO0p aHaMHe3a, 0CMOTP POACTBEHHMKOB NaLUMeHTa,
Hann4yme y 60/1bHOr0 COMYTCTBYHOLLEW NATONOTUN.
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Lpyron BpOXKAeHHbIM UXT W03 — 3Ta rpynna 00befnHAeT HECKO/IbKO CUHAPOMOB,
KOTOpble BK/IHOYAIOT MXTMO3, Kak OAUH M3 CUMMNTOMOB: CMHAPOM LLlerpeHa-
JlapccoHa, cuHapom Pyaa, cuHapom HeTtepToHa, cuHapom HOHra-dorens,
NNHeapHbI ornbaroLLmin XTno3 Komens n ap.

NMPUMEPbLI ANATHO30B

- BynbrapHblIii UXTNO3

- X-CUENEHHbIN NXTNO3

-NlamennsapHbIin UXTNO3

-BpoxgeHHas HebynnesHas apuTpogepmms

-bynnesHas BpOXAeHHas UXTMO3UDOPMHas 3puTpoaepMuns

MPUHLUMMbI NEYEHWNA AETEN C TAXXENBIMUA ®OPMAMU UXTUMO3A

KomnnekcHas Tepanus pebeHKa C TSHKENON (POpMOM MXTMO3a SBNSETCA
MEXAMCUMNIMHAPHON 3ajayeid, MO3ITOMY, MOMMMO  [AepPMaTonoroB M neavaTpoB
AO/MKHbI ObIThb 3a1€CTBOBaHbI Apyrue cneuymanncTsl: [30,31,44]

[veTonor y feTein ¢ TKeNbIMA NXTUO3aMWN YCUIEH SHEPTETUYECKNA 0OMEH Y
4acTO MOBbIWeEHHAA MOTPEOHOCTb B Kenese, MO3TOMY UM Heobxoauma Amerta C
MOBbILLEHHON Ka/JIOPUHOCTBIO M NMPOAYKTbI BOCMOJHAOLLME HEOCTATOK XKeesa

OdgpTanbmonor Heob6Xo4MMO  OCYLLECTBMATb KOHTPO/b 328  COCTOSHUEM
POroBuLbI Y NPUHMUMATb PELLEHME O XUPYPrMYECKOM JleHeHN BbIBOPOTA BEK

OToprHoNapuHronor HeoOXOAUMO MPOBOAWTL  PErynspHoe OuuLeHue
C/yXOBOIO0 Mpoxofja OT CKOMJEHWA POroBbIX MacC W B AaibHelleM, npu
HeobX0AMMOCTH, NPOBOANTL XMPYPrUYECKOe fIeYeHne NPUPOCLLEN YLLIHON PaKOBUHBI

OpTonea ¥ crneuMaiMcT no fevyebHON (U3KyNbTYype M3-3a 06pasoBaHus
POrOBOWA N/IEHKN Y MHOIMX A€Tei elle B yTpobe MaTepu pa3BmBatoTCs Crubate/bHble
KOHTPaKTYypb!

[leTCKWiA ncuxonor m3-3a CBOEW BHELUHOCTU AeTW C TAXeNbIMW UXTNOo3aMu
HY>KAaloTCs B COLMaIbHOM afanTauuu.

CoBpeMeHHble  MeToAbl  JleYeHUs  HAcMeACTBEHHbIX — (DOPM  MXTMO3a
npeacTaBnAOT co60iM, B OCHOBHOM, CUMMTOMATUYECKYHO Teparnuio U UX OCHOBHOW
3afavein SABNAETCA YBNAXHEHWE, BOCCTAHOB/EHUM TUAPOAUMUAHOM MaHTUUA U
KepaTonuse.

BapbepHasd (YHKUMA KOXWN  BO0/bHBIX UXTUO30M, HECMOTPSA Ha rMnepkepaTos,
HapyLleHa, BC/MeACTBME Yero MOBbILAETCA MPOHULLAEMOCTb KOXM WU MOBbILEHHAS
noTeps BNnarun ¢ ee NOBEPXHOCTU. INACTUYHOCTb POrOBOr0 C/OS HaNpAMYH 3aBUCUCT
OT COfepXaHus B HeM BOfAbl, MO3ITOMY ruapatayus crnocobHa npuaatb Koxe
MArKOCTb. B0 BNaXHOM KAMmarte COCTOSHME O0/bHBIX WXTUO30M, 0ObIYHO,
YNYULLAeTCs, a B JIErKUX Cfiyyasx, Mpy BY/IbrapHOM MXTWMO3e MOXKET HacTyMuTb
3HauMTeNbHOe ynydlleHve. B cyxom knvMaTte M B 3UMHee BPems, B MOMELLEHUN
PEKOMEH/YETCA  MCNOMb30BaTh  YBMAXHUTENIN  BO3AyXa. [napaTayms  Koxu
3HAUMTENbHO YNYYLaeTcs Npu MPUHATAU AAUTeNbHbIX BaHH. OTLwwenylmBaHme
YUYaCTKOB KOXM C FMNepKepaTo3oM NpPOMCXOANUT flerye, eciim Koxa nepes atum 6bina
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X0pOLO yBNaxXHeHa. [NprMeHeHMe Takux CPefCTB, Kak Macna A1 BaHH U HaHeceHue
3MOJIEHTOB Mepes BbITUPaHNEM, 3HAYNTENBHO Y/y4LLAeT COCTOSAHNE KOXMW.

Ana  ynydlleHna [ecksamauMy KOPHEOUMTOB U YAANIEHUS Yellyek npu
rmnepkeparose NMPUMEHAOT KepaTonTUKW. CywiecteyroT pasnyHble
KepaTonmTuyeckne npernapartbl B BUAE KPEMOB W JIOCbOHOB. 3TN CPefCcTBa B BUJE
[ECTBYIOLLEr0 BELLEeCTBa COAEPXKAT MOYEBUHY, CA/TMLMIOBYIO KACNOTY UK anbia-
rMAPOKCUNbHbIE KUCOTbI (MO/IOYHYHO U TNINKOMEBYHO KUC/OTI).

A(heKTMBHOCTb MOYEBWMHBLI 00YC/IOB/IEHA €e CBOWCTBOM CBA3blBaTb BOAY.
MMponMNeHrIMKob B KOHUEHTpauumn 4o 40%, Kak C NpUMEHeHEM OKKJ/TH3UW, Tak U
6e3 Hee, ABMAETCA 3PPEKTUBHLIM KepaToNMTUKOM. NMpPUMEHeHMe OKKNH3MK , Kak
npaBuio, YyBennumnBaeT 3PYPEeKTUBHOCTb KepaTOMTMKOB, OAHAKO, MPUMEHEHMe
OKK/II03UN Ha OOLUMPHBLIX y4acTKax M Yy MauuMeHTOB C M/IOXOM MNEepeHOCMMOCTbIO
BbICOKMX Temreparyp, A0/KHa NPOBOAMTLCA C 0COB0I OCTOPOXKHOCTBIO.

Mpn MCMoMb30BaHNN KepaToMTUKOB Ha OBLUMPHBLIX yyacTkax, Heobxoaumo
YUMTbIBATb HapylleHWe 6GapbepHOin (YHKUMM Yy BONbHbIX WUXTMO30M. Tak
NPUMEHeHVe CPeAcTB C  Ca/MUMIOBOM  KWC/OTOW, Ha OOLIMPHbIE Y4acTKw,
BCNeLCTBUM abcopbumm, MOXKET NPUBECTM K BbIPaXKEHHON UHTOKCUKaL MK (TOLLHOTA,
WyM B yLax, AUCMHO3, ramounHaumn n 1.4.). YeM meHblle pe6eHoK, TeM BblLLe
PUCK BO3HWKHOBEHWSA MOLOOHbLIX peakumii.  HapylleHue KOXHOro  6apbepa
HeobX0AMUMO YUNTBIBATL M NPU IEYEHUN CONYTCTBYHOLWNX AepMaTO30B.

A(heKTUBHBLIM TaKXKe OKa3blBAeTCA Ha3HaYeHWe MECTHbIX PEeTUHOWZOB WK
CPeACTB, cofepyXawmx BUTaMnH [3, X0TS Yy HEKOTOPbLIX MauUeHTOB OHM Bbi3bIBAKOT
MECTHYIO peakuMio pasfpaxeHus.

Takponmmyc — 0,1% ma3b 3(hPeKTBHA NPU aTOMMYECKOM LepMaTnTe, OA4HAKO
npu cuHgpome HeTepToHa, aTonNMYecKUii [LepMaTUT, OC/IOKHEH HapyLleHVeM
KOXXHOro 6apbepa BCNefCTBUE UXTNO03a, YTO MPUBOAMT K YBE/IMUYEHUIO YPE3KOXKHOM
abcopbumm 1 MOBLILLEHMIKO PUCKA TOKCMYECKUX 3h(heKToB. ITO 06s3aTeNlbHO Haao
YUMTbIBATL MNPU MPUMEHEHUM HAPY>KHbIX CPEACTB, COAepXalinxX Takpoammyc wu
KOPTUKOCTEpOUbl, AENCTBME KOTOPbLIX COMPOBOXKAAETCS MOBbLILUEHHOW CUCTEMHOW
abcopbLment.

[MpoBoAMNNCL MCCMef0BaHUSA, AOKasbiBaroLwme 3(eKTUBHOCTL MPUMEHEHMS
N-aueTununcTeMHa B co4yeTaHum ¢ 5% MOYEBMHOM Yy NAaUMEHTOB C MXTMO30M.
MauymeHTam C  ayTOCOMHO-PELMCCUBHON  (POPMOM  NamenniipHOro  UXTWO3a,
YCTONYMBOW K OCTa/IbHbIM KepaTo/IMTUKaM, ABaXKAbl B AeHb HAHOCWU/ICS TaKOn KpeM.
[N MacKMpOBKWM «3amnaxa FHUbIX suu» B KpeM gobasnsnn 1,5% po3maprHOBOE
Mac/o. Y HOBOPOX/AEHHbIX KPeM MpUMeHAN ¢ MeHbluen (5%) KoHueHTpaumend N-
auetunuuctenHa (Davila-Seijo et al 2014; Bassolti et al 2011) [21] .

3HaunTeNbHOE  YMeHbLUeHWe — KCepo3a  KOXW, McYesHoBeHVE  3yja
npogemMoHcTpuposann B uccnegosaHmax (Blanchet-Bardon et. al 2012) npwu
NMPUMEHEHUN Kpema, cogepxkatlero 15% ranuepon n 10% napaduH [15] .

OfHako, 60/ee paHHee paHAOMW3MPOBaHHOE [BOMHOE Cfienoe uccneoBaHue
NPOAEMOHCTPMPOBA/IO NPEUMYLLIECTBO Kpema, cogepxkatero 10% mouyeBuHy, nepen
coyeTaHue rauuepona M napaduHa. epeHOCMMOCTb HapYXXHbIX CPeAcTB Oblsia
oAanHakoBoii. (Tadini et al.,2011) [54].
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OpaHO3HaYHYH0 3PdeKTUBHOCTL NpuMeHeHNs 0,1% rens TasopoTeHa U ero
MOIOXKUTENIbHOE B/IMSAHWME HA KOXKY NaLUMEHTOB C 1aMe/IAPHLIM UXTUO30M, B TOM
YmnCcrie Y ULLEMUKO KOHEYHOCTEN, KOHTPAKTYpPbl U 3KTPOMUOH Y 2 Hefle/IbHOro
KON/I0AMEBOro pebeHKa NpoLeMOHCTPMPOBAaHbI B HECKObKMX MUCCef0BaHNAX (
Craiglow BG et al,2013. Hofmann B, Stege H, Ruzicka T, Lehmann P 1999;

Barbarot S, Acher-Chenebaux A, Stalder JF 2006 .; Marulli GC, Campione E,
Chimenti MS, Terrinoni A, Melino G, Bianchi L.2003; Nguyen et al.,2007)
[13,20,32,40] .

Kak meTof yCreLwHoro aibTepHaTUBHOIO JIeYeHWSA SKTPOMMOHA MPUMEHSAN0CH
BBeeHMe ruanypoHoBon kucnotbl  (Litwin et al. 2015; ) [25,38,48,53]
XUPYPrnyeckoe MnepeBepHyTOE YLIMBaHWE B COYeTaHUM C peTuHomdamm (Sigurdsson
et al.,2015) [51] ; nepecaaky yyacTkos cnm3ucTor( Nayak et al.2011;) [42]

MatoreHes CHILD-cnHgpoma CBf3aH C  HapylleHWeM  OGUMOCUHTE3a
X0/ecTeponia, B CBA3M C 3TWM, NATOreHETUYeCKM OOOCHOBAHHBLIM CYMTASIOCh
NMPUMEHEHNE HapyXXHbIX CPeAcTB, cogepxawimx 10% xonectepon (Paller et al. 2011)
[45], pokasan HeahheKTMBHOCTL MOAOOHOr0 MeToda B CPaBHEHUM C HapPY>KHbIMK
cpeacTBamMu, cogepxxawnmm 2% nosactatuH 1 2% XonecTepor.

HeobbluHOe 3 Hefe/nbHOe OTKPbITOE MCC/efoBaHWe nposoawmnocs B 2011r
Bodemer et al., 44 naumeHTamM C ayTOCOMHO-PeLMCCUBHLIMU (HOpMaMy MXTLO3a
nposoaunace 3 HefenbHas «ruapotepanusa», Kotopad Bkao4Yasia 20 MUHYTHYHO
BaHHY, MN/OC Ayw, MIKC MOABOAHbLIA Maccax. [poueaypbl MPOBOAWANCH B
BofONeYebHMLUE ABeH. 3aTeM HaHOCWMAUCAA TOJNCTbIA CNOM  3MOMNEHTa Noj
OKK/T03M1I0 Ha 40 MUHYT. B pe3ynbTaTte KIMHUYECKOe yayuylleHne oueHunm Ha 30% u
KaueCTBO »M3HM Ha 50% [16].

OCO6eHHOCTbIO fieTel, CTpajatoLLmMX NXTNO30M ABAETCA MOBbILIEHHAsA NOTeps
3HEpPrMm u3-za HapylleHns 6apbepHOi PYHKLMK, YTO 00YyCnaB/MMBaeT BbICOKYHO
MOTPeOGHOCTb B MUTATENbHbLIX BELLECTBAX, & WX HEeAOCTaTOYHOCTb MPUBOAUT K
OTCTaBaHWO B (PM3MYECKOM  PasBUTUW. Y HEKOTOPbIX MalMeHTOB OTMeYaeTcH
CHVKEHHas CnocOoBHOCTb K MOTOOTAENIEHUIO W HEMepeHOCMMOCTb  BbICOKMUX
TemnepaTtyp, OCOGEHHO 3TO XapakTepHO [A/1A  /laMeIiPHOr0  MXTmosa MU
NXTUO3N(OPMHOM  apuTpogepMun.  OCOBGEHHO  OMacHO  neperpeeBaHne A
HOBOPOXKAEHHbIX. PUCK BO3pAacTaeT B XXapKyto Morogy 1 npu ursnyeckmnx Harpyskax.
[ns npefoTepalleHns neperpeBaHns He0OX0AMMO UMETL C COO0I MynbBepu3aTop C
BOAOW UM UCMOJIb30BATh OX/TAXKAAMOLLIME XKUNETDI.

Hanbonee WHTEHCMBHON Tepanusi OblBaeT B nepsble 3-4 Mecsua nocne
POXIEHUS, MOCKO/IbKY WMMEHHO B 3TOT nepuod AeTM C WUXTUO30M OCOBEHHO
NOABEPXKEHbI PUCKY Pa3BUTUA Cencuca, NepeoxnaxnaeHns v neperpesa.

Mepunog HOBOPOXKAEHHOCT W, cpa3y nocne poAos
- PeGeHOK TpaHcrnopTupyeTca B ofesane W3 allOMUHWEBON (honbr B
peaHnUMaLMOHHOe OTAeNeHne
- WIHKyGaTop ¢ BnaXKHOCTbO Bo3ayxa 70-80%
- ObecneumBaeTcs KateTepusaums NyrnoyHOn BeHbl
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- OcyLecTBNAETCA MOCTOAHHbIA  MOHUTOPWHI  3M1EKTPOSIMTOB, MWKPOGOHOW
KONMOHM3aLMMN KOXN

Hapy>kHad Tepanusa [JomKHa ObiTb HanpaefeHa Ha rugpaTauuio U
MNOBEPXHOCTHbIA KepaTon3
- E>KeflHeBHble BaHHbI C A06aB/IeHNEM CrnelnasibHbIX Macen, 3aTem YepefoBaHue
BaHHbI C Mac/lOM U BaHHbI C NMULLEBOM COAOM, OKa3blBaKOLLEN KepaTo/IMTUYeCcKoe
peictere (50-150 r Ha BaHHY)UWIM BaHHbl C MLWEHWYHbIM, PUCOBLIM W
KYKYPY3HbIM Kpaxmasiom
- MexaHuuyeckoe OTLUe/yLIMBAHKE OCYLLECTB/AETCA MArKO, C PasHOi YacTOTOM
(3aBUCUT OT CTEMeHN BbIPaXXEHHOCTY OPOroBeHus, 0T 1 40 7 pa3 B Hefesno) nocne
pasvsryatoweir BaHHbl B TeuyeHMe 10-20 MUHYT. OcCyLUIECTBNSETCA OH Mpu
MOCTOSAHHOM OPOLLEHMMN KOXXW BOAOW NPU NOMOLLY CrieluasibHbIX pyKaBUYeK nimn
LLIe/IKOBbIX JIOCKYTOB. B cpefiHeM 4/19 OCyLLeCTB/ieHUs 06paboTKmM BCero Tena y
NauMeHTa C THKeNbIM, HO KOHTPO/NIMPYEMbIM UXTWO30M B [€Hb 3aHUMMaeT oT 1-
1,54acos.
- BbI60op Ma3eBoi OCHOBbI HANPAMYHO 3aBUCUT OT COCTOSIHWSA KOXIM NaLUMEHTa, Yem
6onee BblpaXXeHa 3pUTPoAepMUSA, TeM Gosnee WadaLlen Ao/mKHa BbiTb Hapy>XHas
Tepanus, Tem 60/ibLUe BOAbI fO/MKHA COAepXKaTb OCHOBA.
B nepsble AHWM BO Bpems MpebblBaHMSA B MHKYbATOpe MokasaH rnapodunsibHbIN
KpeM, KOTOpbliA MOCTENEHHO, C YMeHbLUeHWEM BNIAXXHOCTU B WHKybaTtope,
3aMeHseTCa Ha Masb Ha KPemMOBOW OCHOBE, 3aTeM Ha Ma3sb. Tenso0bMeH Yepes
NMOTEHWe OrpaHuyeH BCNeACTBME TUMepKepaTosa, No3ToMy XUPHbIE, Co3aatoLLine
OKK/THO310 Ma3n — MPOTMBOMNOKa3aHbl. JIeTOM Npu NOBbLILIEHHON TeMMnepaType U
BNXXHOCTU  PEKOMeHAykTCA  6oniee  flerkve  rmapogusibHble  OCHOBbI.
MnapodobHble Ma3n NPUMEHAOTCA 2-4pas3a B [eHb, MAPOPUIbHbIE KpPeMbl 6-
8p/peHb
- B MmaseBble OCHOBbl B KauyecTBe [eWCTBYIOLLEro BellecTBa A006aBNAOTCH
YBNOKHUTENN 1 KEPaTONUTUKN. X BbIOOP 3aBMCUT OT BO3pacTa naumeHTa:
o] Ha nepsoM rogy >KU3HW NPUMEHAIOT HapyXHble YBIAXHAOLNE
cpefctsa, cogepxkawme ravuepuH (5-10%) n gekcnaHTteHon (5%) aniaHTOWH.
MoueBuHa y feTelt 4o rofa He NPUMeHSETCA.
0] 2-4 rofla >XM13HM — CO 2-ro rofa Xu3Hu go6asnatoT 3% MoYeBUHY, ¢ 3-ro
roga o6aBnaroTCs MoyeBuHa (7-7,5%), Ha KOXY NafoHel 1 NoAOLLB C 60/bLUeN
KoHUeHTpaumen (10-15%), Ha 3TN y4acTKM BO3MOXHO 406aBUTb CaNMLUIOBYIO
Kucnoty (2-2,5%). BcnefCTBME rMnepkeparosa NpMMeHeHe MOYEBNHbLI XOPOLLIO
nepeHocuTCs.
o] CrapLue 4 Nnet: KOHUEHTpaLuio MOYEBMHbLI MOCTEMEHHO MOBLILLAKT [0
10%. MoxHO nonpo6oBaTb MECTHble PeTUHOUAbl (KpemM C MU30TPETUHOMHOM
0,05-0,1%), HO OHM 4acTO BbI3bIBAKOT pa3gPaKEHNE KOXMW, MOITOMY MX
NMPUMeHeHne, 00bIYHO, OrpaHNYMBAETCA HEOO/MbLUMMU YYacTKaMu B PEXMME
nooyepeaHoOro npuMeHeHus. Takke He0OXOAMMO Y4UTbIBATb BO3MOXHOCTb
UPEe3KOXKHOW pe3opbLun peTMHONLOB.
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o] Y peTeld 6onee cTapLUero BospacTa BO3MOXXHO NMPUMEHEHNE HAPYXXHbIX
CPeACTB, CoAepXalmx CaMLMI0BY0 WU MOMOYHBbIE KUC/OTbI U BUTaMUHA A.
OfHako Heob6X04MMO MOMHWUTb, YTO HaHEeCeHWe CAULWIOBOA KUCNOTbl Ha
bonblUMe nnowann, y AeTeil 0COGEHHO MNafLUMX BO3PaCTHbIX FPynm, MOXeT
NPMBECTU K auuaosy, YrpoXarolleMy >KU3HW BCNeACTBME TPaHCKyTaHOW
pesopbumn. [47, 20].

0 B nogpocTKoBOM BO3pacTe MPUMEHSAIOT CPefcTBa CO  B3POC/ION
KOHUeHTpaumen. Cwmaryalowme ©  yBNaKHAKOWME CpPeacTBa:  KpeM C
aprokansumpeponom (D), masb ¢ petnHonom 0,5% (D), kpema no Tuny «macso
B Bofe» (D) 2-3 pasa B CyTKM B NepepbiBax Mexay Kypcamu nedeHus [5,6]. Ans
MbITbSi He CfieayeT Mo/b30BaThCs LENOYHbIM  MblIOM. KepaTtonmtuyeckume
cpeacTea: Masb ¢ Mo4veBuHOM 10% (D), canvumnosoii 2-5% (D), mono4vHon 8%
(D) w rnukonesoit kucnotamu (D) 2 pasa B CYTKM BO Bpems Tepanuu v B
nepepbiBax Mexay Kypcamu nedveHus [1,4,5]. [Npu _codeTaHUM BY/IbrapHOro
NXTNO3a_ W _aTOMWYECKOro [epMaTuTa He PEeKOMEHAYETCHA MPUMEHEHUE
[JINKOJIEBOM KUC/I0TbI, @ TAKXXe BaHH C MOPCKOW COMbIO.

- AHTUCENTUKN HEOBXOAMMbI 0COB6EHHO Ans 06paboTKM TpewmH: 1% BOAHbLIN
pacTBOP METU/IEHOBOIO CUHETO.

- B cnyvaax peunavsupyLlend 6aktepuasbHON MHGEKUMM MOKa3aHbl BaHHbI C
pacTBOPOM MOBUAOH-M0AA (MO KOHTPOieM YPOBHA TTI B CbIBOPOTKE KPOBU)

BonocucTasa yacThb roosbl:
- B CNyyae Nerkux runepkeparo3oB [AOCTATOYHO EXeAHEBHOro MpUMEHEHMUSA
LLamnyHei, cogepxalimx 5% moueBuHy. LLlaMnyHn HaHOCAT Ha 5-10 MUHYT
- ¢ 6onee BblpaKeHHbIM TUMEPKepPaTo30M MCMOMb3YT PacTBOPMMbIe B BOJE
KpemMbl M Ma3nM C fAo6aBneHVEM KepaTONMTUKOB (MOMOYHast Kucnota 5%;
mo4yeBuHa 5-10%; canuuunosad Kucnota 1-2%, HO He paHee TPeTbero roja
YXU3HWU U Ha HEBONbLLME YYaCTKM)

Ko>ka nuua opHa ©3 Hambonee 4yBCTBUTENbHbIX 06nacTeid, MNO3TOMY
MPUMEHEHUE aKTUBHbIX KEpaTONMTUKOB B 3TO 06MacTM He MOKasaHo W
NePeHOCUTCS MNIoX0. B cnyyae, eCniM KPeM Ha OCHOBE «Mac/io B BOfe» C
[06aBieHNeM MOYEBMHbI A0 5% 6ONbHO He MNEepPeHOCUT, TO PEKOMEH/0BaHbI
HelTpanbHble 6a30Bble OCHOBbLI C 06aB/IEHMEM [eKcrnaHTeHoa 10 5% 1 BUTaMMHa
E

Mpy MHOrMX TAXKeNbIX (OpMax WXTUO30B I3PMEKTMBHON  OKa3blBAeTCH
CUCTeMHaa  Tepanus  peTUHOMAAMW:  U30TPUTEHOUHOM  WAW  AUUTPETUHOM.
HasHayeHve CUCTEMHOW Tepanun [O/MKHO ObiTb  B3BELUEHHbIM  PELUeHUEM,
HeoOXOAUMO OUEHWUTb PUCKM U YUYUTbIBATb BO3MOXXHOCTb BO30OHOB/IEHUA TaKoW
Tepanuu C Lenbio NoALep>KaHUsA MONOXUTeIbHOro adekTa. JleyeHne CUCTEMHBLIMU
PETUHOMAAMN HOBOPOXAEHHbIX «Miof4 ApfeKnHa» CrnocobHO CnacTh XXWU3Hb
nauueHTy BC/IEACTBUE YCUIEHUA AeCKBaMaLuuy CKumarower 060104Kn. CUCTEMHbIe
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PETUHOMAbI Ha3HAYaKTCA BHYTPb B 03 OT 1Mr/Kr u3oTpeTuHouHa unm 0,5 mr/kr
aueTpeTnHa (MMHUManbHasa agekTnBHas fo3a) (Ganemo et al 2012)/. Rajpopat et al
2011) [27] Ha npumepe 45 conyyaeB npogeMoHcTpupoBan 83-86% BbKMBAEMOCTb Y
nnofga ApfiekuHa, ecnu Tepanus peTMHOMAaMy Hayata B NepBble 7 CYTOK, B
CcpaBHeHUM C 76% CMepTM B TeyeHMM nepBblX 3 CYTOK 6e3 HuX. HAMNOHCKMe
nccnefoBateny MOATBEPAMAUN 3TW pe3ynbTartbl, MPOAEMOHCTPUPOBAB elle 6onee
BbICOKME Undpbl BbKMBaeMocTu Ao 92% (Shibata et al.,2014) [49] .

B cBA3M C peaKoOCTbIO MatofiorMm W HefoCTaTOYHbIM - KOJIMYECTBOM
HabNo4eHNA, PeKOMEeHA0BaTb  [aHHbIA  METOZ  JleYeHus AN LUMPOKOro
MCMONb30BaHNA, He NPELCTaBNACTCA BO3MOXHbLIM [35].

A((HEKTMBHOCTb MPUMEHEHUSA HaPYXXHbIX MHTMOUTOPOB KaslbLieHEBPUHA WU
CUCTEMHO — WHIMOWUTOPOB (haKTopa Hekpo3a onyxonn anba (MHGpAMKcumad) y
nauneHToB ¢ cuHApomom HeTepToHa npogemoHcTpuposan (Fontao et al.,2011)
[26]. BblpaxeHHbIn 3thhekT oT YPB Tepanun Ha nNauymeHToB C CUMHAPOMOM
HeTtTepTtoHa npogemoHcTpupoBann Maatouk et al.,2012; Kaminska et al.2012)
[33,39] .

Cnocob neyeHns aNULEPMOSIMTUYECKOTO FMNepKepaTosa 3aBUCTU OT  (DOPMbI
3ab60n1eBaHMA (OCTpas M XPOHUYECKasd) U OT ero KIMHUYECKOro BapuaHTa. Y4yacTKu
TO/ICTOr0 rMnepKeparo3sa fIerko NoABepXKeHbl MeXaHNYeCKMM TpaBmam.

Y nauyveHToB C UFNCTOM TUMOM TUMepKepaTosa LuepLlasas MoBEPXHOCTb
KOXW 00ycnaB/fvMBaeT CU/IbHOE TPEHWe, OAexaa W Apyrue y4yacTku Tefa MoryT
LUennaTbCA 3a TUnepkepatoTUyeckne OTPOCTKW, OTCnaMBas WX. IOMOMEHTbl U
KepaToMTUKMA CMOCOOHbI COKPaTUTb NoWadb LUepLaBod KOXKW, MpUBOASA K
CHVDKEHMIO 06pa3oBaHuns Ny3blper U 3pO3ni.

Mpn aNNAePMOINTUYECKOM TUMepKepaTo3e BeMK PUCK BO3HUKHOBEHMS
bakTepuanbHON WMH(EKUMM, B TaKOM C/lydyae 4acToOblBaeT Heo6XoAMMOCTb B
MPUMEHEHNN CUCTEMHBIX aHTUOMOTMKOB. Mpy 0BLUMPHBLIX NOPaXKeHUAX OTMeYaeTcs
BbICOKaA  3PMEKTMBHOCTb  Tepanuu  CUCTEMHbIMW  PeTMHOMAAaMKM,  KOoTppnas
3HAUMTENbHO YMEHbLUAET TUMEepPKepaTto3 W CHMXKAET PUCK BO3HUKHOBEHUSA
bakTepuanbHON WHMPeKkumMn.  OfHaKo 3TW npenpartbl MOryT CTUMY/IMPOBATb
obpaszoBaHMe MNy3blpein, MO3TOMY nNpU 3NUAEPMOSIUMTUYECKUX TUMepKeparosax,
Tepanuio CUCTEMHbIMU PETUHOMAAMW HAYMHAKOT C HU3KMX [03.

NMPEHATAJIbHAA ANATHOCTUKA

MpeanoyTMTENbHbBIM ~ METOAOM  MpeHaTabHOM  AMArHOCTUKM — SBNSIETCS
MONEKYNSIPHbIA  MeTod. HepocTaTkamm heTocKonuM U GUOMCMK  KOXMK  Mnofa
SIBNSETCA HEBO3MOXHOCTb MX MPUMEHEHTMSI HA PaHHMX CPOKax GEPEMEHHOCTU U KX
06a 3TV MeToAa COMNPsHKEHbI C ONACHOCTbIO rMbenn nnoga. ONTUManbHbIM BPEMEHEM
NPOBeAEHNs MOMIEKYNAPHOr0 aHanM3a MaTepuana naofa ABAsTCA paHHWE CPOKK
6epemMeHHOCTH.

B Tex cnydyasx, Korga W3BeCTeH  TEeHETUYeCKWin [OetheKT, BbI3BaBLUWI
3ab0neBaHMe M WAEHTUUUMPOBAHA XapaKTepHas [ANs OaHHOW CeMbW MyTaLus,
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NPOBOANTCA GMOMNCKUA BOPCMHOK XOPMOHA UM aMHUOLEeHTe3. Ecnun crneyudguyeckas
MyTauus He onpefefieHa, TO NPV HaMuMK COOTBETCTBYIOLLEIO COCTaBa CeMbW,
BO3MOXXHO MPOBeAeHWe MpeHaTalbHON AMarHOCTUKM METOLOM aHasm3a CLensieHns
[50,55].

Mpy  ayTOCOMHO-pPELLeCCUBHBbIX 3ab0/1eBaHMAX C  WM3BECTHOM  MyTaluein
PEKOMEH/YeTCs MPOBOAUTL OMpeaesieHe HOCUTENSA AN BbISB/IEHUS POLCTBEHHUKOB
rpynnel pucka [18,19,23,36].

MPOPUNNTAKTUKA
MeToA0B NPOUNAKTUKI He CYLLECTBYET.

CneflyeT OrpaHW4MTb KOHTAKT C anfieprusvpyrowyMn  BeLLECTBaMM ObITOBOM

XxmMmn - -

LEPCTbIO XKUBOTHbLIX N CUHTETUYECKUMW MaTepuaiaMn.

BEJAEHWE AETEWN C UXTNO30OM

BONbLWUIMHCTBO MaUWEHTOB C WXTXUO30M

yncrawmmMmm, MorowmMMM N KOCMETUYECKMMWU CpeacTBaMU, KOHTAKT C

nonyyaloT Tepanuio B ambynaTopHbIX

ycnosusax. B cnyyae 060CTpeHNsA KOXXHOMO MpoLecca, TSHKeNoro 06Lero CocTosHus,
0CO6EHHO Yy [ieTeil MepBoro roga XXm3Hu, MoKasaHo CTaunoHapHOe NeYeHue.
[MTenbHOCTL NpebbiBaHNA B CTalUMOHape cocTaB/feT B cpegHem 10-14 aHei.

Tabnmua 1.
AvddepeHumanbHan AMarHoCTUKa reHepaiv30BaHHOrO LWenyLeHUs Y HOBOPOXAEHHbIX
KnnHnyeckasn dpuTtpogepmu | Bug, MpegnoyTtuTensHa | OcobeHHOCTU HacneposaHu | TedeHwne
KapTuHa A LenyLeHnsa | 8 loKanusaums aHamHesa e
BynbrapHbiii HeT Menkoe, npegnouTuTenbHaa | MvnepanHeHocT AL nepcucTUTpyeT
NXTNO3 6enosaroe nokanunsauus b NafoHHbIX B TeyeHve BCei
TyNnoBuLLE n | nnHuia; B 30-40% YKU3HW, OfHaKo
pasrubatenbHble CONpoBOXJaeTcs ynyullaetTca ¢
y4acTKu Ha | aTonuein BO3pacToM,
KOHEUYHOCTAX, 0c06eHHO K
crubarenu He nybeprary
nopaxkeHbl
X-CUenieHHbI HeT BHauane ["oneHn, XuBoT, | CnabocTb XP Mepcuctmpyet
PeLmCCHBHbIN MesiKoe MOJKONEHHbIe pOLOBbIX B TeyeHune
NXTNO3 6enoBartoe, Crnobbl CXBaTOK, MHOrga YXWU3HM C pasHOl
3aTem KONNOANIAHBIIA WHTEHCUBHOCTb
rps3Ho- nnog npu 10
cepoe, poXxaeHUn
poM60BUAHO
e
NamennapHblii fa KpynHble, reHepann3oBaHHoe Het AP Sputpogepmms
UXTNO3 NA0THO 3pUTPOAEPMUK, B (pegko AL) n CUNbHOE
npuerawLm 80-90% LienyLieHme
e KONNOANIAHBIIA nepcucTUpytoT
Xentoeatble nnog, N BblpaXeHbl B
yeLyiiku 3KTPOMNUOH, TEYEeHMe XN3HU
3KNabumoH
BpoxaeHHas fa CpepfHe- reHepann3oBaHHOe | 3pUTPOLepMus, B AP LenywieHne
HebynnesHas MesIKoe, 80-90% (pegko AL) nepcucTupyet B
NXTNO3N(OPMHA NA0THO KONNOAUIAHBIIA TEYEeHME XN3HN,
A 9pUTPOAEPMUA cugawme nnog, aputposepmus
6enoBatble 3KTPONUOH, cnabeet
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YeLLYnKn 3K1abuoH
CuHapom HeT nuctosugHoe | eHepann3oBaHHoe, | lMoBbIWEHHaAA AP Mepcuctmpyet
OTClavBatoLLenc KPYynHOe U | He nopaxeHbl | cemeliHas B TeyeHune
A KOXMU MeJIKOe, NafloHN 1 NOJOLLBbLI | YacToTa YXW3HU C pa3Hoi
6enoBatble WHTEHCWBHOCTb
XN0MbA )
All- ayTOCOMHO-AOMWHAHTHbIN; AP-ayTOCOMHO-PELECCUBHbIN, XP-

PELECCUBHbIN, CLIEMEHHBIA C X-XPOMOCOMOIA.
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