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bynne3Hsii UXTHO3
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CyXx0oCTh KOXH
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Cnmcok cokpameHui
Ig E — ummyHOrIOOYIIMH E

TTI" — TUpEOTPONHBIN TOPMOH
AJl — ayTOCOMHO-IOMHUHAHTHBIN
AP - ayTocOMHO-penecCUBHBIN

XP — peliecCuBHBIN, CLIEMIIEHHBIN ¢ X-XPOMOCOMOM



TepMuUHBI U onIpeaeJIeHUs
Hapymnaﬂ Tepanus — MCCTHOC JICUCHHUEC, 3aKIT0OYar0ICCCa B HAHCCCHUH JICKaPCTBCHHBIX

CpPEeACTB/KOCMEIIEBTUKH Ha MIOBEPXHOCTH KOXKH

CucremHasi Tepanusi — METOJ] TEPAIIUU, 3aKJIIOYAIOIINICA B IPUEME JIEKAPCTBEHHBIX IIPENapaToOB
BHYTPb/IIAPEHTEPATILHO

JKTPOINMOH - BHIBOPOT BEK

JIKyIa0UyM - BBIBOPOT I'y0

JPUTPOAEPMHUS - TUTIEPpEMHS ¢ HHPHUIbTPAIIMEH U MEITyIIEHHEM KOKH, KOTOpasi OXBAaThIBAET 10

90% KO0>KHOr0 MOKpPOBa



1. KpaTkas nangopmanus

1.1 Onpenenenue
HxtHo3wl (ot rpeu. ichthys-peiba) — rereporenHas rpymnmna KOXHBIX 3a00JIeBaHHM, IS

KOTOPBIX XapaKTePHO TCHEPAIIM30BAHHOE HAPYIICHHE KEPATUHU3AINN, KIMHUYICCKU TTPOSBIISIONIEECS
mudy3HBIM TUTIEPKEPATO30M.

CylecTBYIOT KaK HacJeJCTBEHHbBIC, TaK M TMpUOOpeTeHHbIE (opMbl MxTHO3a. OOImMM IS
Bcex (OpM MUXTHO32a SIBIISIETCS TCHETUYECKHU JCTCPMUHUPOBAHHOE M3MECHEHUE SIUACPMUCA, KOTOPOE
MPUBOJUT K HApYIICHHIO €ro OaphepHON (DYHKIHMH M CHUKCHHIO CIIOCOOHOCTH CBSI3BIBAaTH BOJY.
[10,12]

1.2 DTHOJIOrHs U IATOTeHe3
ByJbrapHblii HXTHO3 - AyTOCOMHO-IOMUHAHTHBIN 1I€PMaTO3, C HEIIOJHON IIEHETPAHTHOCTBIO

U BapuabenbHON SKCIPecCUBHOCTBIO. OCHOBHOI /1e(heKT - IeHeTHYeCKH 00YyCIOBICHHOE HapyllIeHue
SKCIpEccCHH NpoduiIarrputa, 0ejika KepaToruaJuHoBbIX TpaHys. OOHapyskeH NMpoOJIeMHBIN y4acTOK
c TIoKycoM Ha xpomocome 1022. BeisBiensl MyTtaiuu B rede npodmiarrpunaa (R501X u 2282del4).
BeposiTHa BO3MOXKHOCTh Y4acTHsl HECKOJIbKMX TI'€HOB, OJUH M3 KOTOPBIX BIMSET HA 3KCIPECCHUIO
npodwmnarrpuaa. Myranuu reHa GuiiarrprHa MOBBIIAIOT PUCK aTOMUYECKUX 3a0oneBanuid. ledumut
¢unarrpuHa BbI3bIBA€T CHMXKEHHME COJIEP)KaHMS CBOOOJHBIX AMHHOKUCIOT B POTOBOM  CIIO€
nuaepMuca, (QYHKLIUS KOTOPBIX YAEP)KHUBaTh BOJY, U KaK Pe3yJbTaT MOBBIIIEHHAs CYXOCTb KOXXHU
OOJIBHBIX BYJIBrapHBIM UXTHO30M.

X-cuenyieHHbIH MXTHO3 - PELECCUBHBIN, CIEIIEHHbIH ¢ X-xpoMocoMoil. OCHOBHOM
TeHEeTUYECKUH JeeKT — MyTallud B Te€HE CTEepOMAHOI cynbdaTasbl, ¢ JOKycoM Ha Xp22.32.
CHuXeHue CTepouJHON cynb(ara3bl HNPUBOAUT K OTJIOKEHUIO B  SIUAEPMHCE H3OBITOYHOTO
KOJIMYECTBA XOJIECTEPUHA Cylb(aTa U PETCHIIMOHHOMY TMIIEpPKEPATO3y B PE3YJIbTATe MOBBIIIEHHOTO
CLICTVIEHUSI POTOBBIX YELIYyeK.

AYTOCOMHO-penieCCHBHbIC BPOKIeHHbIe HXTHO3bI - OOHIMM JUIsl HAaclelyeMbIX IO
ayTOCOMHO-PELIECCUBHOMY TPU3HAKY BPOXKIEHHBIX HMXTHO30B SIBISETCS APUTPOIAEPMHS, KOTOpas
MposABIIETCS yXke C poxaeHus. HecmoTps Ha pasznuyHble TEHOTUIIBI 3Ta TpyIa HXTHO30B
o0beIMHEHA 10 HA3BAHHUEM «IAMEJUISIPHbIE UXTHO3b». B oCHOBE rpymbl (PEHOTUIMYECKU CXOKUX
3a00JeBaHUN JIeKaT pasziMyHble TeHOTHNbl. Bo Bcex ciyuyasx nepeKkTHble I'eHbl Y4acTBYIOT B
o0ecreyeHnn I1EeJOCTHOCTH SMHIEpMaNbHOro Oaphepa. Yarne Bcero BCTpeyaroTCs MyTallMM TeHa,
KOTOpBIM KOAMpYeT (pepMEHT TpaHCTIIyTaMHHa3y KepaTHHOUUTOB (Xpomocoma 14qll) yto, B cBOIO
ouepeqb, MPUBOAUT K CTPYKTYpPHOMY HApyIIEHUIO KJIETOK pOroBoro cios. Bropas mo wacrote
MyTaIys — 3aTparuBaeT reH TPaHCMEMOPaHHOTo Oenka, KOTOPBIH y4acTBYET B TPAHCIOPTE JIMIIHJIOB

B INIACTHUHYATBIX TCIIbIAax. OcranbHbIC ,HG(I)CKTHBIC T'CHbI, KOTOPBIC BCTPCUAIOTCA IIPU aYTOCOMHO-



PELECCUBHBIX BPOKICHHBIX MXTHO3aX, KOJIUPYIOT PAa3IUYHbIE TPAHCHOPTHBIE O€NKU U (EPMEHTHI,
KOTOpBIE CUHTE3UPYIOT JIMIHIHBIE KOMIIOHEHTHI POrOBOTO CJIOS.

HeOyJ/u1e3Hasi BpoOKIeHHasi MXTHO3M(OPMHAs 3PUTPOJEPMHS - 3TO 3a00JIeBaHUE C
MIPEUMYILECTBEHHBIM ~ayTOCOMHO-PELIECCUBHBIM THUIIOM  HACIEJOBaHUS. WnentuduurpoBaHbl
cuerieHuss ¢ Jjokycamu 14ql1.2 u 17pl13.1 (Myranmu pa3audHbBIX TE€HOB JIMIIOKCUTHHA3BI
(apaxupoHat-12-mUNOKCUTeHA3b], APAXUIOHAT-IIMIIOKCUTCHA3HI 3).

JlamennspHble (IJIaCTMHYATBIE) UXTHO3bl - y IOJOBHMHBI NAIMEHTOB OTMEYAETCS MYTallUs
reHa TpaHcriayramuHasbl 1(14ql1.2); Tunm HacnemoBaHuss y OOJIBIIEH YacTH ayTOCOMHO-
pEeLEeCcCUBHBIN, HO BO3MOKEH U ayTOCOMHO-JOMUHAHTHBIN THUIT HACIEJOBaHUSI.

Bynne3nble (3NIMAEPMOIIUTUYECKUE; KEPATUHONATUYECKNE) UXTHUO3BI

K OymnesHbIM HMXTHO3aM  OTHOCAT  BPOXKICHHYIO  OYJUIE3HYIO  HXTHO3U(OPMHYIO
SPUTPOJIEPMHUIO, UTITUCTHIN XTHO3 KypTa-Maknuna u Oynie3nsiii uxTro3 tuna CuMeHca.

OO6muM 1151 BceX OYIUIe3HBIX MXTHO30B SIBISICTCS MyTallMd T€HOB KEpPaTHHA, YTO BBI3BIBAET
BaKYOJIbHYIO JIET€HEPALMIO0 36PHUCTOIO U BEPXHETO LIMIIOBATOIO CJIOEB 3MUJEPMHUCA, YTO MPUBOJIUT
K 00pa30BaHUIO TIOBEPXHOCTHBIX My3bIpeit [41].

XapakTepHO TO, YTO IJJACTUHYATBIE TEJbla MPU 3TOM HE MOTYT BBIIEIUTH CBOM JIUIUIbI B
MEXKJIETOYHOE MpOocTpaHcTBO. C yBeIMYEHUEM TONIIMHBI SMUAEPMUCA CKIIOHHOCTh K 00pa30oBaHUIO
ITy3bIpE¥ YMEHBIIAETCS.

HNxTno3 urimcrsiii Kypra-MakimHa - 3TO «UCTHUHHBIM HWIVIACTBIA HXTHO3» CBA3aH C
MyTanuen reHa kepatuna 1. Takke Kak U BpoxAeHHas OyJuie3Has UXTHO3U(OpMHAs SpUTPOAEPMUs,
nxtno3 Kypra-MaknuHa Hacienyercss ayTOCOMHO-JOMHMHAaHTHO. OHako €ro OTIu4ue B
KJIIMHUYECKOM OTCYTCTBHH 3PO3UIl, TUCTOJIOTUYECKH — AIHIEPMOIIN3 HE BBISBIISETCS.

HNxtno3 Oyuesnblii tMna CuMmeHca (MXTHO3 SKC(ONMATUBHBIN) M3 BCEX HMXTHO30B,
HacllelyeMbIX I0 ayTOCOMHO-JIOMMHAaHTHOMY THUIYy, MXTHO03 Tuna CumeHca, sBisercs HauOoiee
nerkuM. OH cBA3aH c Myranueid kepatuHa 2e. Ilpu 310l ¢dopme OTCYTCTBYIOT JIaJOHHO-
IOJIOIIBEHHbIE KEPATO3bI, C1a00 BBIPaKEH TMIIEPKEPATO3 HA APYTUX ydacTKaxX KOXKH.

HNxTno3 Apaexknna (MxTuo3 mjoma) - xapakTepu3yeTcs ayTOCOMHO-PELIECCUBHBIM THUIIOM
Haclle/IOBaHUsI C TOJHOM MEeHEeTpaHTHOCThI0 reHa. OOHapykeHa MyTalus TeHa, BaKHOTO IS
Tpancnopta nununoB ABCAI12, koTopslil koaupyercs Ha xpomocoMe 2034. DKCHPECCUBHOCTh OT
TSDKENBIX 10 CpeIHEN TSHKECTU KIIMHUYECKHUX IPOSBICHUM.

Bpoxaennass OysuiesHas uXTHO3UGOPMHAsT IpUTpoAepMus (ANUACPMOJIUTHYCCKUN
runepkeparos, 6oJje3nb bpoka) HaciegyeTcss ayrOCOMHO-IOMHHAHTHO. B ocTanbHBIX cilydasx B
POJIOCIOBHBIX UMEIOTCS TOJIBKO MO OAHOMY IpobaHay. MaeHTHUIMPOBAHO CLIETVIEHHE C JOKYyCaMu

12911-13 u 17q12-q21 (myranuu kepatiHOBEIX reHOB K1 1 K10).



Cunapom oTcjaauBamomeiicss Koxd (MUJIMHT-CHHAPOM) 3a0oJjieBaHWE HACIEAYeTCs T10
ayTOCOMHO-PEIIECCHBHOMY THIY. B OCHOBE akpalbHBIX (QOpPM JIGKUT MyTalus TeHa
tpaHcriiyramuHasel-5 (TGM-5 Ha xpomocome 15015.2), B ocHOBe TeHepaiu3oBaHHON (Gopmbl —
MmyTaius reHa kopueoaecmosnna (CD5N Ha xpomocome 6p21.3).

Ilpuodperénnbiidi  uxTHO3. DTa QopMa HUXTHO3a HE  SABISETCA  TI'C€HETHYECKH
JETEPMUHUPOBAHHOM, BCTPEUYAETCSI, KAK OCJIOKHEHHME PA3JIMYHBIX 3a00JIEBAHUN Yy B3POCIBIX JHOACH.
Yame BHe3amHo, Bcrpedaercs B 20-50% ciydaeB mpu 3710Ka4eCTBEHHBIX 00pa3oBaHusAX (Hambolee
yacto npu JumdorpaHyioMmarose, JuMpome, MueroMe, KapuuHOMaxX JIETKUX, SUYHUKOB W IIEHKU
MAaTKH).

1.3 DnuaemMuoJ10rus
[To maHHBIM JUTEpaTyphl YacTOTa BCTPEYAEMOCTH BPOXIACHHOTO HMXTHO3a B TOMYJISAIUN

3aBUCHUT OT reorpaduueckoil 30Hbl U COCTaBISIET B CPEAHEM: MPH ByJbrapHoMm uxtrosze — 1:250-1:1
000, X-cuermnennom — 1:2 000-1:6 000, mamemnspuom — menee 1:300 000, npu uxTHO3UPOPMHOI
sputpoaepmun — 1:100 000.

Ha tepputopuu P® B 20111 3apeructpupoBano Bcero 6488 00IbHBIX, U3 HUX C BIIEPBBIC B
KU3HHU YCTaHOBJIEHHBIM JuarHo3om 1384 udenoBeka. Bcero nereir 2847 uenoBeka, 4TO COCTaBIISIET
13,1 gen na 100 000 HaceneHusi, U3 HUX C BIEPBBIC B KU3HH YCTAHOBJICHHBIM IUAarHo3om 858
yenoBek (3,9 yenoek Ha 100 0000 Hacenenus).

1.4 KongupoBanue no MKb-10
Bpo:xaennsiii uxTuo3s (Q80):

Q80.0 - MxTHo3 mpocToii

Q80.1 - MxTHno3, cBsi3aHHBINA ¢ X-XPOMOCOMO# [ X-CIETUICHHBIN UXTHO3]
Q80.2 - [InacTHYATHII [TaMeIUISIPHBIN | UXTHO3

Q80.3 - BpoxxeHHas Oysie3Hast HIXTHO3U(DOpMHas SpUTPOJepMUs
Q80.4 - MxTno3 mroaa [«Imiox ApieKknHa |

Q80.8 - Ipyroii BposKIeHHBII HXTHO3

Q80.9 - BpoxxieHHbII UXTHO3 HEYTOYHEHHBIN

1.5 IIpuMepblI AMATHO30B
o Bynveapnwiii uxmuos

o X-cyennenuwiii UXmMuo3

o JlamennapHuli uxmuo3s

o Bpoowcoennas nebynnesnas spumpooepmust

o bynnesnasn 8postcoeHHas uXmuo3upopmuas 3pumpooepmus

1.6 Knaccudukanus
1. TlepBHYHBIH UXTHO3




©)

(@]

H3onuposannvie 6ynveapHvlie uxmuo3svl (0edromupyrouwiue vauwie nocie 3-20 mecaua
JHCU3HU)
O  BYyJbrapHblii (CHH.: BYJBTrapHbI ayTOCOMHO-JIOMHHAHTHBIH HXTHO3, OOBIYHBIN
nuxtro3) (Q80.0);
O peUecCUBHBIM, X-CUEIJICHHbIH (CHH.. X-CICIUICHHBIH HWXTHO3, YCPHEIOMUN
nxtro3) (Q80.1);
H3onuposannvie 6poxcoeHHble UXMUO3bL  (Oedlomupyrwouwiue ¢ poHcOeHUs ¢
2CHEPANU306AHHO020 2UnEpKepamosa u wenywenus/Koanoounnoi naenxu; Q80.8)
o JlamennsipHbIit UXTHO3/HEeOyIIe3Has BPOKICHHAS uxTuo3udopmuas
SPUTPOJEPMHUS
—  DeHOoTHUN JaMEJUISIPHOTO UXTHUO03a
— ®eHoTHN HEOYIIIE3HON BPOXKICHHON UXTHO3U(MOPMHON SPUTPOICPMHUH

— IlpomexyTouHslii heHOTHIT

o

«CamMoIpon3BOJIbHO BbI3/I0PABIUBAIOLINI KOJJIOAUEBBIH 10/

o MxTHo3 1o Tumny «KynajibHOro KOCTIOMa

o Hxtno3 ApnekuHa (CHH.: «I0oJ ApJeKHMHa»; HUXTHO3 IUIOJA; KepaTo3
BPOXJIEHHBIN; MXTHO3 BHYTPUYTPOOHBIM; TIMIIEpKepaTO3  yHUBEpPCAIbHBIH
BPOJKJICHHBIN );

O AyYTOCOMHO-JOMHUHAHTHBIN JIAMEJUIIPHBINA UXTHO3;

o bynnesnas wuxtuosupopmHas spurpoiaepmus (CuH.. 3putpoiepmus bpoxa;
UXTHO3U(QOPMHBIN AMHUIEPMOIUTHUECKUN Tunepkeparos; Q80.3);

o bymnesnsii uxtno3 CumeHca (CHH.: TOBEPXHOCTHBIM 3MHIAEPMOIUTHUECKUN
UXTHO3; 3KC(OITUATUBHBIN UXTHO3);

o MHrnncreni nxtnos Kypra-MakinuHa;

o CuHIpoM oTcrauBaroUlecss KOXU WU NUIUHT-cuHApoM; Q80; (CHH.: MUIUHT

CHUH/IPOM; BpPOXJIEHHBIM SKCQOIMATUBHBIA KepaToiu3; NUWIMHT-CUHAPOM THII

A/B).

2. CuHAPOMBI aCCOLMUPOBAHHBIE C BYJIbIAaPHBIM UXTHO30M

o

bonesnp Pedcyma (cun.: Oone3Hb HaKOMICHHUsS (UTAHOBOM KUCIIOTHI, O0YCIOBIEHHBIN
mytauusmu B rene PHYH. HacnenctBennas ceHcopHo-mMoTOpHasi nojuHedponatus 4
THMma; JeO0T BO3MOXKEH C paHHEro Bo3pacta A0 S50 JeT; CHMOTOMBI - HMXTHO3,
KeparoJepMus JaJloHeH W TOJAOMIB, MPOTPECCHUPYIOIIasi MBIIIEYHass CIAa0OCTh,
MO3KEUKOBasi aTaKCHs, HETBepJas MOXOJKa, MUTMEHTHBIH pPEeTHHUT, Mepudepudeckas

MOJIMHCBPOIIATUA, TJIYX0Ta, KApAUOMUOIIATUA, AHOCMUA,



o Hedpumur cynpdaraz - peakoe COCTOSHUE, COMPOBOXKIAIONIEECS KIMHUYECKUMU

NPOSIBICHUSAMH TakMX 3a00JeBaHMU, Kak MeTaxpomaTrhyeckas JeikoxucTpodus,

MYKOTOJUCAXapua03bl U AeHUIUT cTepou-cynbdarazpl. OOYCIOBICHO pEleCCHBHBIMU

myTarussmMu B reHe SUMF1, mpuBoasmumu kK HapyiieHuro (QYHKIMH BceX Cyibdaras,

BKJIKOYas CTCPOUIHYIO.

3. CHHAPOMBI € BPOKI€HHBIM HXTHO30M

(@]

Cungpom Yanapuna—/lopmana (cuH.: 007I€3Hb HAKOTUICHUS HEUTPATBHBIX JIMIHJIOB).
BpoXIeHHBII MENKOIJIACTUHYATBIA HMXTHO3, TENAaTOCIUICHOMETANINS, KaTapakTa,
naOupUHTOBAsA TJIYXOTa, MHOMATHUsS, ATaKCHsI, MHOTJA OTMEYaeTcs MHKporedanus,
3aJlepKKa YMCTBEHHOI'O Pa3BUTHS;

bonesns [Nomre (6onesns [Nomre tum 2);

Cungpom [erpena-Jlapccona (aputpoaepmus, JaJI0HHO-TIOIOIIBEHHAs
KepaToJepMHUsl, HETBEPAOCTh MOXOJKH, «IUPAMUIHBIA 3HAK»- CUMIITOM IOPaKEHUS
MUPAMHUJIHOTO IMYTH, JIUIUIETHS, TETpAIUIETus, MpOrpeccupymomas 3ajaepikKKa cTaro-
MOTOPHOI'O U IICUXUYECKOTO Pa3BUTHUA);

Cunpnpom Hereprona/Jluneitnbiii orubaromuii UXTHO3 (aTONMUYECKas SK3€Ma, UXTHO3,
s03uHOpuUs, nopeiieHue IgE, «6aMOyKoBbIE BOIOCKD).

Tpuxornoaucrpoduu (BIDS-cunnpom). Jlomkue Bonochl, HApyIIEHUE YMCTBEHHOTO
pa3BUTHS, TOHWKEHHAs! PePTHIILHOCTD, KapIUKOBEIA pocT; IBIDS-cunapom: BIDS-
cu"apom+ uxtuos ; PIBIDS- cunapom: IBIDS+¢poTouyBCcTBUTEIBHOCTS;

Cungpom Konpann XroHepMaHa (CHH.: TO4YeuHas XoHApoauciuiasus). HeonaranpHas
SPUTPOAEPMHUSL, UXTHO3U(DOPMHOE LIeNylIeHHe Mo JUHUIM bramiko, gommukynspHas
arpoosepmMusi U TOJOCOBHUIHAS aJONElMs, UXTHO3 KOHEUHOCTEH, OJHOCTOPOHHSA
KaTapakTa, Ku()OCKOIN03, aCUMMETPHS JINIIA);

CHILD — cungpom. «BpoaeHHas reMHIUCILIA3UsI ¢ UXTHO3U()OPMHBIM HEBYCOM WU
nepeKTaMu KOHEYHOCTEN»: OJJHOCTOPOHHUIN BOCHAJINTEIbHBIA HEBYC, OTpaHUYEHHBII
CPEOUHHOW JIMHUEH, PpAacIOJIOKEHHBIM BAOJb JHMHHUM biamko,  OJHOCTOPOHHSA
KaTapakTa, OJJTHOCTOPOHHSS JUCMENHs, UIICUIIaTepaibHas TUIOIUIa3Uus opraHa (1ouka,
MO3T, JIETKOE, CEPJILIE);

IFAP cunapom (Mxtro3 honnukynsapHslii ¢ atpuxueit u potodobdueii);

CHHIPOM HMXTHO3 MPU HEJOHOUIEHHOCTH (PEIKUN ayTOCOMHO-PELIECCUBHBIN CHHAPOM,
XapaKTEePU3YIOUNCA  TPUAJOM  CHUMIITOMOB:  HEJOHOWICHHOCTBIO,  Ka3€03HOU

JIeCKBaMaIluel dMuepMuca u HeOHaTaAIbHON acuKcueil).

Jlpyzue peokue 3a601eeanus u cuHOpOMbL:
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— ARC — cunopom (cunopom, exmoyaowuti apmpozpughos, no4euHyro OUc@OyHKyuio u
CUHOpOM Xosecmasa)

— CEDNIK  cunOpom (yepebpanvhubvlii OuceeHes, HEUpoOnamus, uxmuo3, J1ao0oHO-
noooweerHas xkepamooepmusy). CUHOPOM YepeopaibHOU OuceeHe3ul, Heuponamuu,
uxmuo3sa, kepamooepmuu pyk (CLIIIHUK) / CEDNIK syndrome. PactipocTpaHeHHOCTb
1:1 000 000, ayrocoMHO-peLIECCUBHBINM TUII HacienoBaHus. B nureparype nmeercs
OMHCaHNe 7 UHANBUAYYMOB (YEThIPE MAbYMKA U TPHU JACBOYKHU), KOTOPBIC POJIUIKCH B
ceMbsiX pojactBeHHbIX OpakoB. [Tpuunnoit CLIIHUK sBnsiercst myramus rena SNAP29
(22q11.2), xoTOpHIi KOAUPYET TPAHCTIOPT BE3UKYIL.

— IHSC cunmopom  (HeonamanvbHulll UXMUO3 CO CKIEPOIUPVIOWUM XOJIAHSUMOM U
eunompuxosom). Pacnpoctpanennocts 1 : 1 000 000, ayrocOMHO-pELECCUBHBINA THUIT
HacienoBanus, mytauus B rene CLDNI.

— Uxmuoz c¢ eunompuxo3zom CUHOPOM  (BPOMCOEHHBIU UXMUO3,  QONTUKYIAPHASA
ampoghooepmusi, 2unompuxos, cunocuopo3)

— KID cunopom (kepamum, uxmuos, 21yxoma)

— MEDNIK cunOpom  (ymcmeéeHHass — OMCManiocms,  IHmMeponamus,  2iyxXomad,
nepughepuveckas Heuponamus, UXmuo3s, Kepamooepmus), ayTOCOMHO-PEIECCUBHBIN
THUII HacJeAoBaHus, mytauus B rene AP1S1.

—  Bpooicoennwiii uxmuos neymounennwiii (Q80.9)

— Tlpuobpemennvie uxmuoswvt (L8S5.0)

1.6 Knnanyeckass KapTHHAa
ByJabrapusiii ”XTHO3 MOXET NPOSBIATHCS Cpa3y MOCIE POKIACHUS MOBBIILIEHHON CYXOCTbIO U

MEJKOIJIACTUHYATHIM IIeNyIlIeHueM, HO 0oJjiee XapaKTepHbI Bo3pacT Hauyana ot 4 10 6 Mec B BUJE
CepoBaTO-0EIIbIX YellyeK.
OCHOBHBIMU KJIMHUYECKUMH TPOSBICHUSIMH (3kaj100aMM) 3TOW (OPMBI UXTHO3A SIBISIOTCS

O BBIPAKEHHOE LIENYIIEHUE KOXKH,

O MOBBIIEHHAS CKJIaI4aTOCThb JIAAOHEN U ITOAOUIB,

0  (GONIUKYISAPHBIA THIIEPKEPATO3.

[Henymenue Hanbosee BIPaXKEHO Ha pa3ruOaTelbHbIX MOBEPXHOCTAX KOHEYHOCTEH, MEHbIIIE
MOpaXEHbl KO’KAa CIMHBI M KMBOTA, BOJOCHCTOM YacTU TOJIOBbl. YeHmIyWKH B OCHOBHOM MEJKHE,
TOHKHE, C BOJIHUCTBIMHU KPasiMH, UX IIBET BapbUpYeT OT O€I0ro U TeMHO-CEporo 10 KopuyHesoro. Ha
KOX€ TOJICHeH YellyMKH camble TEMHble U TOJICThIE, MOJUTOHATBHOW (OPMBI, IUIOTHO
npuKpersieHHble. DOIUHKYISPHBIA THIEpKepaTo3 B BUAE MEIKHX CYXOBAaThIX Y3€JIKOB B YCTBAX

BOJIOCSHBIX (bOJ'IJ'II/IKyJ'IOB Ha6J'IIOI[aeTCH Ha KOXC 66,[[61), 11J1€4, npemmequﬁ N AroJuil, MOXCT TaKXC
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JIOKAJTM30BaThCs Ha KOXE TYJIOBHING, Juna. [IpW manpmanuu MOpakeHHBIX OYaroB OINpPEAeIseTCs
CUH/IPOM «TEPKH.

JlajoHW W TOAOMIBBI MMEIOT TOJYEPKHYTHIA PUCYHOK, MOBBIIIEHHYI) CKJIQJI4aTOCTh, YTO
NpHUIAeT UM CTapuecKUil BuiA. JIeToM Ha mojomiBax 4acTo MOSIBIISIOTCS OOJIE3HEHHBIC TPEIIUHBI.
HorTeBble MIaCTUHKU JIOMKHE, KPOIIATCS CO CBOOOIHOTO Kpas, WHOTJA Pa3BUBACTCS OHUXOJIH3HLC.
BoJtockl HCTOHYAIOTCS, CTAHOBATCS PEIKUMHU.

DKCIPECCUBHOCTh BYJIBrapHOTO MXTHO3a BapuabenbHa. Berpedatorcss abopTuBHBIE (HOPMBI
3a00JIeBaHUsA, [UISI KOTOPHIX XapaKTEepPHAa CYXOCTh KOXH C HE3HAYUTEIbHBIM MICTYIICHUEM |
MOBBIIICHHAS CKIIQYaTOCTh JIAJOHEH U TIOJIONIB.

X-cueneHHbIH UXTHO3 O0BIYHO TPOSIBIIAETCS KAI00aMu Ha :

o CyXoCTb KOXH

o MenKomiacTUHYATOE MICTYIICHUE

o UYemyilKky TOJUTOHAIBHONH (OPMBI IUIOTHO CIHAsHHBIE C TOBEPXHOCTHIO KOXH  Ha

pa3rudareabHBIX TOBEPXHOCTSIX KOHEUHOCTEH, 3a]JHEeH TOBEPXHOCTH IIIEH

o OrtcyrcTBUe dYenryek B OOJACTH TOAMBIIICYHBIX BIAJWH, JIOKTEBBIX CTHOOB, OOJIACTH

MaXOBBIX CKIIAJ0K

o OrtcyTcTBHUE YENIYeK Ha KOXKE JIMIA U KUCTEH

o OrtcyTcTBHE TUTIEPIMHEHHOCTH JTAJOHEH U MOOIIB

o Her npenpacnonokeHHOCTH K aTOIUU

Pa3BuBaeTcs yarie BCero B TeUEHHUE MEPBBIX 2-3-X MECALEB MOCIE POXKICHHS, HHOTIA Cpasy
Moclie POXKJIEHUS WM B TMEpBble HeAenu >Ku3HH. KIMHMYecKH, KaKk CYXOCTh KOXKHOTO TOKpOBa
MEJIKOTUTACTHHYATOE OeliecoBaToe MIeNyImIeHne (B PeAKHX CIy4asx W, KaK KOJUIOJMEBBIN IUION).
[To3xe k 4-6 Mec. TOSBISIOTCS CBETJIO- M TEMHO-KOPHYHEBBIE YEITYHKH Ha pPasrHOaTeNbHBIX
MOBEPXHOCTAX KOHEeuHOcTed. YUemryilku UMEIOT MOJUTOHAIBbHYI0 (OpMy M IUIOTHO MPHIIETAlOT K
MOBEPXHOCTU KOXKU. 3a/IHSIsI TOBEPXHOCTh IIEU W3-3a CKOIUICHHS YEUTyeK MPHOOPETaeT «TPS3HBIIN
BuJ. CBOOOJHBI OT MOPAXKCHHUH IMOIMBIIICYHBIC BIIAIUHBI, JJOKTEBBIC SMKH H OOJIACTh TCHUTAJIUU.
OTIUYUATENBHOW 0COOCHHOCTBIO OT IPYTUX (DOPM MXTHO3a SBISIETCS 3/10pOBasi KOXKa JIMIA H KUCTEH
M0 TUIY «II€PYATOK» U «HOCKOBY». | HMIEepIMHEHHOCTD JIaJOHEH U MPeIpacioI0KEHHOCTh K aTOMUU
OTCYTCTBYIOT.

AYTOCOMHO-penecCHBHbIE BPOKIEHHbIE HXTHO3bI.

K num omnocamces snuoepmonrumuyeckue (06ynne3nvle UXmuo3swl) u 08a «0COObIX» UXMUO3A.
UXmMuo3 Aprexuna u cuHOpoM OMcIaUBarOUelicsl KodiCU (NUIUHS-CUHOPOM,).

Knunuka BpOXIEHHBIX HMXTHO3U(POPMHBIX DPUTPOJAEPMUN — TereporeHHa. (OCHOBHBIM

CUMIITOMOM SABJIACTCA BPOXICHHAsA T'CHCPA3HM30BAHHAA JPUTPOACPMUA C IICITYIICHHUCM. Cuavaia
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YelIyHKU CBETJIbIE U MEJIKOIUIACTUHYAThIe, MMOCTEINIEHHO B Ipoliecce 3a00JIeBaHMsl OHU CTAHOBSITCS
OoJiee KPYIHBIMH U TEMHEIOT.

B 80-90% cmy4aeB nmeTu poKIAIOTCS, KaK KOJUIOIUEBBIM PeOCHOK (MOKPBITHI KOJUIOAHEBOM
poroBoii  00070uKOi). VIHTEHCHUBHOCTH JPUTPOJEPMHHM U  BBIPAXKEHHOCTh OSKTPONHOHA —
BapuabenbHbl. Yale BCEero MOXXHO YBHJETh JIJIOHHO- TMOAOUIBEHHBIH THIEPKEpPaTO3 pPa3InYHON
CTETEeHH BBIpAKEHHOCTH. CUCTEMHON CHMIITOMAaTHKU — HET. Y MCTBEHHOE Pa3BUTHE PeOCHKA OOBIYHO
B IIpeJiesiaX HOPMBI, OJIHAKO, OCOOCHHO Ha MEPBOM TOAY >KU3HHM, BCIEACTBHE YACTOTO JIUTEIHLHOIO
JICYEHHUs, HAPYLIEHUS TMPOILIECCOB TEIIO0OMEHa, MOTYT BCTpE4aThbCs OTCTAaBaHUS B pPOCTE U
(dbuzmyeckom pa3Butun peoeHka. [36,37]

BHe 3aBUCHMMOCTH OT 3THOJIOTUH JI€TH C BPOXKICHHBIMH HXTHO3aMH HMEIOT PsIJI CXOXKHUX
KIIMHUYECKUX TIPU3HAKOB!

o KomnogueBuansiit pedeHOK. Y aeTelt ¢ aMeuiapHON (mactTuHyaTon) GopMoil MXTHO3a U C
HeOys1e3HON (popMoii BpOXKIEHHON UXTHO3U(DOPMHON IPUTPOIEPMHUH TEIIO MIPHU POXKICHUU B
80-90% ciydaeB MOKPHITO TOJICTOM KOJUTOJAUEBON 000JI0YKOM, HarlOMUHAIOMIEH nemiodan. B
30-40% cmyyaeB KOJJIOAMEBBIN TUIOA BCTPEYACTCS NpU IpYTrux (opmMax MXTHO3a (CHHIPOM
[erpena-Jlapccona, Tpuxotuonuctpoduu, cuapom Konpaau-XioHepmaHa, CHHIAPOM Xdsi-
VYannca) unm apyrux 3a005ieBaHUAX, TAKUX Kak Oose3Hs [ome (Tum 2, undantunbHas popma)
B OCHOBE IAaTOT€HE3a KOTOPOW — JeUIUT TIIOKO3MWIepaMuI-f-riaoko3uaasel. B 10%
CIly4aeB y KOJUIOJMEBBIX JETEH MHUKPOCKONMYECKMX MPU3HAKOB HMXTHO3a OOHAPYKUTHh HE
ylaercs M KOXKa B JalbHEWIIeM NIpUOOpeTaeT HOPMAJbHBIM BHEUIHUN BUA («IETH C
caMmopaspelaroniencss KoJUI0AUeBO 000I0UKOIY/TIACTUHYATBI UXTHO3 HOBOPOXKJICHHBIX).
[Ipu poxneHUM WM B TEYCHHWE TEPBBIX JHEH MOCIE POXKICHHUS KOJUIOAMEBas 000JOYKa
pas3pbIBaeTCs M B TEYEHUE HECKOJIBKUX HEJeNTb YCUIEHHO OTTOPTaeTCs.

O DKTpOINHUOH M 3KJIabuyM. Y CUIIEHHOE HAaTsDKEHHE CHavala KOJUIOMEBOM 000JI0UKH, a 3aTeM U
YTONIIEHHOW TUNEPEeMUPOBAHHON KOXM CO3JaeT YCHICHHE TSATH B TEPUOPATBHON U
nepuopOUTaIbHOM 00JACTSIX, YTO NMPUBOAUT K MOSIBIEHUIO 3KTPONHOHA (BBIBOPOT BEKa) W
skylabuyma (BBIBOPOT Ty0). B ciyyae KoJIOAMEBOTO IJI0/1a BBHIBOPOT BEK MaKCHUMAJIbHBIN
rocse poXIeHUs U B TeueHue 4-6 Helelb MPaKTHUECKH IMOJTHOCTBIO PErpecCUpyeT.

o Opurponepmus. ['unepemus ¢ uHQUIBTpaMEN U MIETYIIEHUEM KOXHU, KOTOpas OXBaThIBAeT
10 90% KOXHOTO TTOKPOBa

o ¥Yrposa runo-/runeprepMuu. Y HOBOPOXKICHHBIX OOJBIIYIO OMMACHOCTH MPEACTABISIET MOTEPSI
Temyia, a B 0ojee MO3JHHE CPOKH, KOI/la MPOUCXOAUT 3aKyMOpKa YCThEB IMOTOBBIX JKelle3

POroBbIMH HpO6KaMI/I BO3pPAaCTacCT OIMMACHOCTH MICPETPCBAHM.
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KnuHnuecku xapakTepHO Ui ayTOCOMHO-PELIECCUBHBIX BPOXKIECHHBIX UXTHO30B:
o Komnoauessiit mion
O OpuTpoIEepPMHUS C POKICHUS
O DOKTpOINHOH
o OkjabuoH
o IlnactuH4aroe menyneHue
o JlagoHHO-IOOIIBEHHBIH THIIEPKEPATO3
o KpynHsie yenyiiku B BUJ€ MIACTUHOK (IPEUMYIIECTBEHHO Ha TOJICHSX )
o Tpemunsl Ha KOXKE
o KonTtpakTypsl cycTaBoB (13-3a KOKHOTO IIPOLIECCa)
o Jucrpoduueckne n3MeHEHUsI HOTTEBBIX TJIACTUH
o PyOuyromascs anonenus

OOmmM U1 HacJIeIyeMbIX 110 ayTOCOMHO-PEIECCHBHOMY NMPU3HAKY BPOXKIACHHBIX UXTHO30B
SBIISICTCS APUTPOACPMHESI, KOTOpas MpPOSBISIETCS yxe ¢ poxiaeHus. HecMmoTps Ha pasnuyHbe
TEHOTHUIIBI ATA IPYIIa UXTHO30B 00bEIMHEHA 101 HA3BAaHUEM «JIaMEeJUIIPHbIC UXTHO3bI).

Kak renernuecku, Tak W KIMHUYECKH, JaMEIUIIPHbIE HUXTHO3bl — HE OJHOPOJHAs TpyIIa
3aboneBanuid. 80-90% nerell poxmaroTcs, KaK «KOJUIOAMEBBIA mioqy. Koxa, koropas oOHaxaercs
[ocjie  OTXOXKJEHHS pOroBOil  OOOJIOYKM  MEHee TIMIIEpEMUpPOBaHHAs, HO  OTMEYaeTCs
TCHEPAJM30BAHHOE IUIACTMHYATOE IIETYIICHHWE, OJHOBPEMEHHO C KOTOPBIM  00s3aTEIbHO
HaOmoAaeTcss  JaJIOHHO-TIOJIOIIBEHHBI  THIEPKEpaTo3,  KOTOPbI  SBISETCS  MOCTOSHHBIM
KJIMHUYECKUM TPU3HAKOM 3a00seBaHus. Yelyiku Ha Tia kol Koxke 0ObIYHO MENIKME U CBETJbIC, Ha
TOJICHSIX KpYIHbIE, 00pa3yloT IUIACTUHYATOE IIeTylIeHHe. Y HEKOTOPBIX OOJIbHBIX HaOII0/1aeTcst
nedopmarusi  yIIHBIX pakoBUH. (OOs3aTEIbHBIMH  COMYTCTBYIOIIMMH (DEHOMEHAMH  SIBJISTFOTCSI
9KTPOMNMOH, AKJIA0MOH, TPELIMHBbI, KOHTPAKTYpbl M IUCTpoduM HOITEH, Tsbkenas pyOlyromascs
asonenusi, oco0eHHo no nepudepun ckambna. MHOrHe IeTH BHaYajle OTIIMYAIOTCS MajbIM POCTOM,
HO TIOCTETICHHO HAroHSIOT CBEpCTHHUKOB. [Ipu3HaKoB cucteMHOro 3aboneBanus — HeT. [lcuxuyeckoe
pa3BUTHE B TIpeeNax HOPMEI.

Byae3nble (3MUAEPMOINTHYECKHE; KEPATHHONATHYECKHE) HXTHO3bI

O DpUTPOJIEPMUS C POKIACHUS

0 DOpo3uHr Ha KOXKe

o Ily3eipu Ha KOXke

o T'unepkepaTo3 , UMEIOLINI UTOIBYATHIN BUJ

o IloBellIeHHAs BOCIIPUUMYNBOCTD K CynCpI/IH(I)CKI_II/IﬂM
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o BrIpaxkeHHbIN runIepKepaTo3 (0yporo/rps3HO-ceporo/0ypo-uepHoro 1BeTa) KOKH B 00JaCTH

CKJIaJI0K

o XapakTepHbli HEMPUATHBIN 3amax oT OOJIHHOTO

Jletn pokaaroTcs B COCTOSIHMM 3PUTPOJEPMUU M OOLIMPHBIMU 3PO3UAMH, YTO IO3BOJISAET
3aMol03pUTh  OYJUIE3HBIH SNUIEPMOIM3 MIM CHHIPOM OOOMOKEHHOW KOXHM, BbI3bIBA€MbII
crapunokokkom. HecMmoTpss Ha  HajnMuhMe  TUIEPKEPAaTO30B, OTMEYAETCS  IOBBIIICHHAS
TpaHcanuaepMaibHas noreps Boxabl. llociae mnepBOro-Broporo roja >KM3HU CKJIOHHOCTh K
00pa30BaHMIO Iy3bIpeil HECKOJBKO yMEHbLIAeTCs. Y ManueHTa o0pasyeTcsl KpyNHOIUIACTHMHYATHIN
TUIIEpKEepaTo3, KOTOPbIM H3-3a JIMHEHHON HanmoMuHaroImed Munbl (OpMbl, HAIIOMUHAET HIJIbI
auKooOpas3a, M3-3a ITOTO €ro Ha3bIBAIOT HMIOJbYATBIM HXTHO30M. VM B paHHMH mnepuon U B
JambHEHIIEeM COXPAaHSETCs MOBBIIICHHAs! CKIIOHHOCTD K CyMepUH(EKIUIM.

B oOmactu KpyHHBIX €CTECTBEHHBIX CKJIQJOK (KOJICHHBIX, JIOKTEBBIX, JYy4e3alsCTHBIX U
TOJICHOCTOIHBIX CYCTAaBOB, Ha IIEHHBIX CKJIAJKaX, B 00JaCTH IOAMBIIIEYHBIX BIIAJAWH) HAOII0AaeTCs
TUIEPKEepaTo3 C KPYMHOIUIACTUHYATHIMU POrOBBIMH KPOILKOIIOJAOOHBIMU 0Opa3zoBaHusiMu. Ouaru
THIepKepaTo3a Oyporo, Oypo-4epHOro WM Tpsi3HO-ceporo mBera. Ha ¢one rumnepkeparosa
IIEPBOHAYAJIBHO IMOSBJISIOTCS IIy3bIPU C CEPO3HBIM COJEPKUMBIM U MOCIENYIOIIHUM IIPUCOEINHEHUEM
BTOpUYHOM MH(pekunu. OTHOBPEMEHHO OTMEYAeTCsl MOBBIIIEHHE TEMIEpaTyphbl Tella U yBeJIUYEeHUE
peruoHapHbiX JuMpartnyeckux y3i0B. [Ipu  OTTOp)KEHMHM pOTOBBIX HACJIIOEHUHM OCTalTCs
9PO3UPOBAHHBIE OYATH C 3aMETHBIMU COCOUKOBBIMU Pa3pacTaHUSIMU. XapaKTepeH HENPUATHBIN 3amax
U3-32 YacTOr0 IPHCOEIWHEHHUs BTOpHMYHOW HH(pexkuuu. B rpynHoM Bo3pacte MH(PEKIMH MOTYT
IIPUBECTH K CEIICUCY U JIETAJIbHOMY HCXO.Y.

HNxTno3 uraucreiii Kypra-Makinna

o T'unepkeparo3 KOXH TYJIOBUIIA U KOHEUHOCTEHN
o JlamoOHHO-TIOJIOIIBEHHBII TMIIEPKEPATO3

XapakTepHOil 0COOEHHOCTBIO SIBISIETCS BBIPAXEHHBIM THUIEpKepaTo3 B BHUJE LIMIIOB, Kak
«urnbl qukooOpaza». Takxke, Kak M IPU BPOXKACHHON OYyisIe3HON MXTHO3M(YOPMHON 3pUTPOAECPMUH,
XapaKTepeH JIaJOHHO-TI0/I0IBEHHbIE KEPATO3.

HxtHo3 0yse3Hsblil Tuna Cumenca (MXTHO3 IKC(oJIMaTHBHBIN)

o Dpo3UH Ha KOXKE
o Ulenymenue no nepudepun 3po3uit
o T'mcronmormyecku - 3NUAEPMOIIU3 B BEPXHUX CIIOSIX dIHUAEpMUCA

XapakTepHbIM NPU3HAKOM SIBJIAETCS HAJIM4ME BOPOTHUYKOBOIO LIENYIIEHHUS 110 KParo IPo3uil,

KOTOPBIM Ha3bIBAlOT «(EHOMEH JHMHBKH». ONUAEPMOJIN3 THUCTOJOTMYECKH OrPaHUYEH TOJIBKO

BCPXHHUMHU CIOAMU SITUACPMHUCA.
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NxTno3 Apaexknna (MxTuo3 mioaa)
o JlebroT ¢ poxkaeHUs
o Ilpornecc 3axBaTbIBaeT BECh KOYKHBINM TOKPOB
o PoroBoii maHIUpe Ha KOXKE C POKIACHUS
o Tpemunbl poroBoro naHuups
o Cxiagku poroBoro maHuups B 00JIaCTH CYCTaBOB, B yIJIaX pTa
O OKTpOINHOH
o OkiabuoH
o JlepopmMupoBaHHbBIE YIIHbIE PAKOBUHBI
o Poroseie HacTOeHUs B BUJIE MPOOOK B HO3APSIX U CIYXOBBIX MPOX01axX
o IlopaxeHne BHyTpEHHUX OpPraHOB OTCYTCTBYIOT

3aboseBaHNue XapaKTEPU3YETCsl MOSBICHUEM KIMHUYECKUX CHUMIITOMOB C POXJIEHHS: IMPH
POX/IEHUH KOXka peOeHKa HallOMHHAET TpyOblil CyXoil poroBoil maHIUph cepoBaTO-0€710BAaTOr0 WIN
CUPEHEBAaTOr0 ILBETA, KOTOpPbII B IEpBbIe 4Yachl IOCIE POXKACHUS HAUYWHAET TEMHETh.
Hosopoxnennsie B 80% cinydaeB pokIarOTCs HEAOHOIICHHBIMH.

ITopaxkeHue 3aXBaThIBAET BECh KOXKHBIM IOKPOB B BUJAE CIIOLIHOTO, Pa3jIMYHOM TOJIILIUHBI
pOroBOro  maHuups  O€JIOBaTO-XKEATOr0 WM  CepOBATO-KOPUYHEBOIO  IIBETA,  KOTOPBIH
pacTpecKuBaeTcsi, 1 Ha CyCTaBHBIX MOBEPXHOCTAX o0Opa3yrorcs rirybokue O6oposnku. Ha rosiose
TOJICTBIA CIIOM POTrOBBIX HACIOCHUH, HMMEIOIINECS BOJIOCHI KOPOTKHME, PpEIKHE WIA BOBCE
OTCYTCTBYIOT. JIN1l0 1e)OpMUPOBAHO U MOKPHITO KPYHHBIMH POTOBBIMU IUIACTUHAMHU. POT mmpoxo
PacKpBIT W3-32 CWJIBHOW MHQWIBTpALUMN MITKUX TKaHEH, B yrjax pra Iriy0okue TpeuuHbl. ['yOb
YTOJILEHbI, a Cau3ucTas o000JI0YKa BBIBEPHYTA, pPE3KO BBIPAKEHHBINM AKTPOIUOH, PECHULIBI
paspsokenbl [29,34]. ViuHble pakoBUHBI Je(pOPMHUPOBAaHbl U IUIOTHO NPUXKAThl K dYepeny Win
3aBEepHYTHI BIiepe]. B HO3ApsAX M CIlyXOBBIX MPOXOJaX POTOBbIE HACIOEHUS B BHJE MPoOOK. OaHaKo
3a00JIeBaHNE HE COMPOBOXKIAETCS IOPOKAMHU PAa3BUTHUSI BHYTPEHHUX OPIaHOB MM HEPBHOM CUCTEMBI.

[Ipu 1OJKHOM YXOJl€, pOTOBBIE HACJIOEHHUS OTTOPTaloTCs 4Yepe3 HECKOJIbKO HeJelnb. Takue
JeTH MPHOOpPETaloT MPAaKTUYECKH HOPMAaJIbHBIM BUJ, OJHAKO Ha BCIO KH3Hb Y HHUX COXPaHSETCS
TsDKenast HeOyme3Has spurpoaepmus [47].

AHaMHECTHUYECKH: Yallle POXKIAIOTCS HEJOHOLIEHHBIMU

CunapomM orciiauBawuieiicss Koxu (MUJIUHT-CHHAPOM)

Bo3moxxHbI ABE KIMHHUECKHE (POPMBI — aKkpalibHasi, KOTJa POIeCcC 3aTParuBaeT, B OCHOBHOM,
TBUIbHBIE TOBEPXHOCTU KUCTEHN U CTOI, U T€HEPAIIN30BAHHASA, KOTJa OXBauY€H BECh KOYKHBIM IOKPOB.
AyTOCOMHO-PELIECCUBHBIN MUIMHI-CUHJIPOM BO3MOXEH ABYX TUIIOB A u B. Tun A xapakrtepusyercs
BapnalbeIbHOCThIO Hayasa, 3a00JieBaHUE MOXET ObITh BPOXKICHHBIM WM JeOI0TUPOBATh B BO3pPACTe

3-6 ner. Tunm B HaumHaeTCs ¢ pOXKIEHUS, KIMHUYESCKH TPEACTABICH BPOXKICHHON MXTHO3U(OPMHOI
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spurponepmuei. Tun B oTmuaercs BocnanuTeaIbHbIM KOMIIOHEHTOM M KIIMHUYECKH BBITIIIUT, KAK
BPOXJIEHHAs] UXTHO3U(GOPMHAS SPUTPOAECPMHUS, aCCOLMMPOBAHHAS C MPOJOJDKAIOIIEHCS OTCIOUKOM
KOXXHU. YIIy4IlIEeHHE COCTOSIHUS Y YaCcTH MAIEHTOB B 0o0Jiee cTapiieM Bo3pacTe

VYilydieHue B COCTOSSHUM MOXKET OTMEUaThCsl y 4acTH, HO HE y BCEX MALIMEHTOB. I 'nmornapos
TaK)K€ XapaKTEepPEeH He JJI BCEX MMallUEHTOB.

PaccrpoiicTBO XapakTepusyercs 3yI0M, YYBCTBHTEIBHOCTHIO K KOXXKHBIM HWH(D)EKIHSIM,
BKJIIOYasi BHUPYChI repreca. XapaKTepHbl CKJIOHHOCTb K aTONHH, KOPOTKUH pocT. JlabopaTopHO
OTMeYaeTcs MOBBIIIEHNE TUTPa aHTUTel Kiacca |gE u so3unoduius.

XapakTepHO YCHUJICHHOE OTCIIaMBAaHHUE HAPYXKHBIX CJIOEB JIUACPMHUCA, KOTOPOE MOXKET
CONPOBOXKAATHCS HEBOCHAIMTEIIBHOM, IEPUOJANYECKH YCUIIUBAIOIIEHCs 3puTeMoi. 1Ipu nossimenun
TEMIIEpaTyphbl M BIAXHOCTH BO3J]yXa, Ienymenne ycuiauBaercs. CyObeKTUBHBIE Kalo0bl, 0OBIYHO,

OTCYTCTBYIOT. 3aKuBJICHHUE IMPOUCXOJUT 0e3 py6ueBaHH;1.

2. IlmarHocTuka

Huacnocmuxa uxmuosa 6azupyemcs, 8 OCHOBHOM, HA OYEeHKe JHCAN00, AHAMHE3A U
KAUHUYECKOU KAPMUHbL 3a0011e8aHUSL, A MAKICe, NPU HeOOXO0OUMOCIMU, HA OONOTHUMENbHbIX
00C1e008aHUAX (AN20PUMM 00CIe008aAHUS NAYUEHMA NPU NOOO3PEHUU HA UXMUO3 NPeOCMABIeH 8
Ipunoocenuu I'l).

2.1 7/ Kaa00bI 1 aHAMHE3

e [lpu nmomo3peHnu Ha BYJIbIapHbII UXTHO3 PEKOMEHI0BAHO 00palaTh BHUMaHHE Ha!

1. Hannuue uxTro3a y pOJCTBEHHUKOB MalueHTa | u 2 CTeneHu poJCTBA.

2. TlosiBIeHHe KIMHUYECKUX CHMIITOMOB Ha MEPBOM IOy KU3HU (3-7 MeCSIIeB) WM TIO3THEE
(mo 5 mer).

3. UeTKyl0 CE30HHOCTb C YIJYUIIEHHEM B JIETHEE BpeMs M YCHJIECHHEM KIMHHUUYECKUX
MPOSIBJICHUM B 3UMHHU NIEPUOJI.

4. ComnyTCTBYIOUIYIO aJUIEPrOJOrHYECKYI0 MaTOJOTHIO: OOJbHBIE BYJIbIApHBIM HXTHO30M
CKJIOHHBI K aJUIEpIrMYeCKUM 3a00JIeBaHUSAM M aTonuu. YacToTa cOYeTaHUs ¢ aTOMUYECKUM
nepmatutoM aocturaet 40-50%. Moryt ObITh OHOBPEMEHHO NMPOSBICHHUS OPOHXHATBHON
acTMbl, Ba30MOTOPHOTO PUHUTA, KpPAaNMBHHILL. XapakTepHa HEMEPeHOCHUMOCTb psla
MTUIIEBBIX MPOTYKTOB M JIEKAPCTBEHHBIX MPETIapaToB.

5. ConyrcrBytoniue 3a00eBaHus: y OOJBIIMHCTBA OOJBHBIX PETUCTPUPYIOTCS 3a00JI€BaHUS
KEITyJOYHO-KUIIEYHOI'0 TpaKTa W IKEMTYEBBIBOIAIIMX IMyTed (racTputr, HSHTEPOKOJIHT,

JAUCKHHC3UHU  KCITYCBBIBOJAIINX HYTGﬁ) , PEKC Ha6JIIO,Z[aCTC}I KPpHUIITOPXHU3M WU
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runoreHuTanu3M (y 3% O00ibHBIX). BonbHBIE CKIOHHBI K NMHUOKOKKOBBIM, BUPYCHBIM U

IpUOKOBBIM HH(DEKLIUAM.

[Ipu mono3pennn Ha X-ClETUIEHHBII HXTHO3 PEKOMEHIOBAaHO 00paniaTh BHUMaHHE Ha.

1. Hasinune uxTHO3a y pOJCTBEHHUKOB NanueHTa | u 2 creneHn poacTsa. boseroT TobKo
JUIAa MYXXCKOTO mojia.  JKEHIMHBI SBIAIOTCS TE€TEPO3UIOTHBIMH HOCHTEIbHUIIAMH
nedekTHOro resa, 6e3 KIMHHYECKHUX MPOSIBICHU.

2. TlosiBIeHHE KIMHUYECKUX CUMIITOMOB C POXJICHUS MIIH C TIEPBBIX MECALEB )KU3HU.

3. CnaboBbIpaKEHHYIO C€30HHOCTbD, OJJHAKO, OOJIBIIMHCTBO OOJBHBIX OTMEYAET YIIyUIICHUE
JIETOM.

4. OTcyTCTBHE acCOIMALUil ¢ aTONMWYECKUM JEPMAaTUTOM M PECIHMPATOPHON alaepruei y
O0JBIIMHCTBA OOJIBHBIX.

5. IlomyTtHeHue poroBulsl 0e3 HapyueHus 3peHus (y 50% 601bpHbIX), kpuntopxusm (y 20%
OOJIbHBIX ).

6. Hamnuue nposiBnenuii cuaapoma Kammvana (KALI, Xp22.3), nis KoToporo xapakTepHbI

rHHOFOH&HOTpOHHHﬁ TMIIOTOHaAM3M M aHOCMHA (Hepez[Ko aCcCoOUUpyeTCA € I/IXTI/IOSOM).

[Ipy momo3peHMH Ha ayTOCOMHO-PELIECCUBHBIE BPOXKAECHHBIE HXTHO3bl PEKOMEHOBAHO

oOparaTh BHUMaHHUE Ha:

1. Hanimume uxTHO3a y POJICTBEHHUKOB NalMeHTa | U 2 cTeneHu pojcTBa.

2. TlosiBNeHHE KIMHUYECKMX CHMOTOMOB C POXKICHHA: IUIOJ POXKAAETCS B KOJUIOMIHOU
IUICHKE MM COCTOSIHUM T'€HEPAIN30BaHHOW 3PUTPOAEPMUH, 3aTeM K 6-7 Mecsuam Iocie
POKIEHUS pa3BUBAETCs FeHEPATM30BAaHHOE TUIACTUHYATOE MIETYLICHHE.

3. OtcyrcTBHe HapyHmIeHUN (GU3NIECKOTO U ICUXUIECKOTO Pa3BUTHS Y OOJBHBIX.

4. OTcyTcTBUE C€30HHOCTH.

[Ipu mnomo3penun Ha OyJie3HbIe (SMUIECPMOIIUTUUECKHUE; KEPATOTUTHYECKUE) HMXTHUO3BI
PEKOMEHI0BaHO 00paIiaTh BHUMaHUE Ha:

Hannune uxTmo3a y poJCTBEHHUKOB MalMeHTa | ¥ 2 CTENEHH POJICTBA.

[TosiBneHne KIMHUYECKUX CUMIITOMOB C POXACHHS: IPH POKIACHUHN KOXKa peOCHKA BBITIISIUT
MallepUpPOBAaHHOM, BCKOPE TOCIE POXKIAEHUS KOXKa CTAHOBUTCA CYXOW, a Ha KpPYIHBIX
€CTECTBEHHBIX CKIIaJIKaX - OTpyOeBIIeH U KPYITHOCKIaI4aToOH.

Ce30HHOCTB: 00oCTpeHue 3aboneBaHusl C OyIe3HOW peakiuedl U  MOCIeTyIOIUM

MpUcOeAMHEHNEM HH(EKIINHU 00bIYHO HAOII0AAeTCs OCEHbIO U BECHOI.
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2.2 Pu3ukajabHOe 00Cae10BAHUE

ITpu mpoBeneHUM KIMHUYECKOTO OCMOTpA PEKOMEHAYETCS BKJIIOYaThb M3MEPEHUE pOCTa U

MacChl T€Jla, TEMIICPATYphbl TECja, OLCHKY COCTOSHUSA KOCTHO'CYCTaBHOﬁ CHCTEMBI, BbIABJICHUC

IIPpU3HAKOB J'II/IM(l)a,Z[eHOHaTI/II/I, a TaKXKE OLCHKY COCTOAHHSA KOXHBIX IIOKPOBOB C xapaKTepHoﬁ

KJIMHUYECKOW KapTUHOM ISl MAlIUEHTOB C UXTUO30M [8].

2.3 JIaGopaTopHAass AMATHOCTHKA

PekoMenaoBaHO mpoBejieHKME OOIIEro aHaiau3a KPOBH, OMpEelieHHe YpOBHS TpaHCaMUHA3
(amanuHamuHOTpaHc(epasa,  acmapratamMuHOTpaHcdepasa),  ChIBOPOTOUYHBIX  JIMITHIOB
HaTOMIaK (YPOBEHb TPUTIHUIICPUIOB), MOYCBHHBI, KPEaTHHUHA, HIEKTPOIUTOB, OOIINN aHAIIN3

MOYH JJIs1 OCHKH O6IJ.I€I‘O COCTOsHHA ITaMCHTA.

B cnyuyae HazHaueHMs CHCTEMHOW Tepanud PETUHOMJAMH O0CII€JOBAaHHE PEKOMEHI0BAaHO
IIPOBOAMTH JI0 Hayaja CUCTEMHOM TEepanuy, B TEUEHHE IMEPBbIX 2-X MECSLEB Kaxable 2-4

Hegenu, 3ateM 1p/3 mecsma [8].

2.4 UacTpyMeHTAIbHAS JTHATHOCTHKA

e B ormensHBIX chaydasx ans auddepeHnnanbHOl UarHOCTUKH PEKOMEHIOBAaHO MPOBECTH

THUCTOJIOTHUYCCKOI'O UCCIICAOBAHUA ouorrara KOxH.

2.5 Meauko-reHeTHYECKO0e KOHCYJILTHPOBAHNE U MPEHATAJbLHAA JHATHOCTHKA

CeMbsIM ¢ OOJIBLHBIMH ACTbMU PEKOMCHAYCTCA MCEAUKO-TCHCTUUYCCKOC KOHCYJIIbTUPOBAHUC C

LIEJIBIO PA3bSICHEHUS PUCKA POKAECHUS JIETEN C UXTHO30M B TAJIbHEHIIEM.

PexoMeHI0BaHO TMPOBEACHUE MOJCKYISIPHO-TCHETHYECKOTO HCCIICAOBAaHUS B KAdecTBE
MpeHaTaIbHON UAarHOCTUKH ocie 10 Hemenu recTaiuy.

Kommenrapun: [Ipeonoumumenvholm MemoooM NPeHAmaibHOU OUACHOCTUKY S6ISemcs
Monexyasapro-eenemuyeckuil. Heoocmamxkamu gpemockonuu u Guoncuu Koxicu Hepo#COeHH020
pebenKa s6IAemcs HeOIMONCHOCb UX NPUMEHEHUS. HA PAHHUX CPOKAX OepeMeHHOCmuU, a
Makdice GblCOKUU PUCK  HesblHawusanus Oepemennocmu. OnmumaibHblM — 8PeMeHeM
NPOoBedeHUs MOLEKYISAPHO-2EHEMUYECKO20 AHANU3A AGTISIIOMCSL PAHHUE CPOKU ODepeMeHHOC.
B mex cayuasx, koeda uzeecmeHn ceHemuyecKuil Oegexm, 6vi36asuiull 3a0onesaHue u
uoeHmuuyuposana XapakmepHas Ol OAHHOU ceMbU Mymayus, nposooumcs Ouoncus
BOPCUHOK XOpUOHA unu amuuoyenmes. Eciu cneyuguueckas mymayus ne onpeoeiend, mo
APU HATUYUU COOMBEMCMBYIOue20 COCMABA CeMblU, 803MONCHO NPOBedeHUe NPeHAmaIbHOU

ouazHocmuxu memooom ananuza cyenienus [50,55] .
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Ilpu aymocomno-peyeccugHvlx 3a001€6aHUAX C U3BECMHOU Mymayuel peKoMeHOYemcsl

npo6ooums  onpeoeienue Hocumens ONa  6blAGIeHUs. POOCMBEHHUKO8 2SPYNNbl  PUCKA

[18,19,23,36].

3. Jleuenue

Coepementvie Memoowvl iewenusi HacleOCMBEeHHbIX opm UXMUo3a npeodcmasisiom coootl, 8
OCHOBHOM, CUMNMOMAMUYECKYI0 MEPAnurd U UX OCHOBHOU 3adauell SGIAemcs YGIAdCHeHUe,
80CCMAHOBNIEHUU 2UOPOIUNUOHOLU MAHMUU U OMULETYUUBAHUE PO20BLIX HACTOCHULL.

Haubonee unmencusnoti mepanus ovieaem 6 nepsvie 3-4 mecsaya nocie poxcoeHus, NOCKOIbKY
UMEHHO 6 3MOom Nepuoo O0emu ¢ UXMUO30M OCODEHHO NOO0BEPI’CEHbL PUCKY PA36UMUS Cencucd,
Nepeoxnadcoeruss u nepecpesd.

Ocobennocmoplo demetl, CMpaoarWux UXmMuo30M, s6IAEnCs NOSbIUEHHAST NOmeps SHepUU
u3-3a HapywieHusi 6apbepHoll QYHKYUU KOdMCU, UYMO 00yCIaeiueaem 6viCOKYI0 HOmMpeOHOCMb 8
NUMAMeNbHbIX eujecmeax, a ux HeOOCMAamoyHOCMb NPUBOOUM K OMCMABAHUIO 8 QU3UUECKOM
pazeumuu.

Komnnexcnas — mepanuss  pebenka ¢ magicenoi  Gopmol  uxmuoza — AGIAemcs
MENCOUCYUNTUHAPHOU 3a0ayeli, NOIMOMY, NOMUMO O0epMAMON0208 U NeOUampos OO0JNCHbL ObIMb
3a0eticmeosansl opyaue cneyuaiucmol [30,31,44].

Heobxo0umo ocywecmenames KOHMPOIb COCMOSAHUSL PO20SUYbL U NPUHUMAMb pelleHue O
XUpYpauueckom JiedeHul 6bl60poma 6eK ¢ yuacmuem oghmanibMonoza.

Heobx00umo nposodumbs pecynsproe ouuwjenue ciyxo8020 npoxooa om CKONIEHUsL PO2OBbIX
macc u 8 oanbHeluem, npu HeoOXo0UMOCmu, NPOBOOUMb XUPYPUUECKOe JledeHue npupoculeli YUHOU
PAKOBUHBL C y4acmuem OmMopUuHOIapUH20I02a.

3.1 KoHncepBaTUBHOE JICUECHUE

Hapyosicnas mepanus

Y nayuenmos c uxmuozom wuapywaemcs bapvepuas QyHKyus Kodicu, Kak creocmeue
NOBbIUEHHAsL NOmeps 61d2U C ee NOBEePXHOCMU, NOIMOMY 60 GIANCHOM KIUMame COCMOSHUE
nayuewmos Yuyuuiaemcs, a 6 JecKux CAy4asx, Npu GYIb2apHOM UXMUO3e MONCem HACMYNUMb
3HauumenvHoe yuyyuienue. B cyxom kiumame u 6 3umuee 6pems, 8 NOMeWeHUU PeKOMEHO)emcsl

UCnoivb3oeamss yejaaxCHumenu 603()yxa.

e Jlnsg TNOBBINIEHUS BJIAXKHOCTH KOXKM PEKOMEHJOBAHO NpPHUHATHE BaHH. OTmienymvBaHUE
yIuI

YYaCTKOB KOKHU C TMIIEPKEPAaTO30M IIPOMCXOIUT JIerye, eciu KoKa Iepes 3TUM OblIa XOpOILIOo

yBJIa)KHEHA. PEKOMEHI0BaHO UCIIOIB30BATh TAKUE CPEACTBA, KAK Macia JUlsl BAHH U HAHOCUTh

OMOJICHTEI MEPCA BBITUPAHUCM, YTO 3HAYUTCIIBHO YJIYUYIIACT COCTOSIHNUC KOXKHU.
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Kommenrapum: Edcednesnvle 6annbl ¢ 0o0basienueM CHeYuaibHblX MaAcen, 3amem
yepedosaHue BaHHbl C MACIOM U 6AHHbL C NUWEBOU COOOLl, OKA3bl8aOWell Kepamoaumuieckoe
Oeuicmeue (50-150 2 Ha eauHy) unu B6aHHBI C NUIEHUYHBIM, DPUCOBLIM U KYKYPVIHbIM
Kpaxmaniom. Mexanuueckoe omuenyuusanue oCyujecmensaemcs Macko, ¢ pazHol Yacmomotl
(3a8ucum om cmeneHu BblPANCeHHOCMU 0po2oseHus, om 1 0o 7 pa3 6 Hedenro) nocie
pasmacuarowe 6annvl ¢ mevenue 10-20 munym. Ocywecmensiemcs OH Npu NOCMOAHHOM
opoulenuY KOX*CU 8000U NPU NOMOWU CNEYUATbHBIX PYKAGUYEK WU WLETKOBLIX JI0CKYmMOos. B
cpedHem Onsi ocywjecmeienus o6pabomku 6ceeo menda y NAYUEHMA C MAICENbIM, HO

KOHMPOIUPYEeMbIM UXIUOZOM 8 OeHb 3anumaem om 1-1,5uacos;

Jns yaydmieHus JecKBaMaldM KOPHEOUWTOB W yOAJNCHHs 4YeUIyeK NpU THIIEpKepaTose
PEKOMEHI0BAHO IPUMEHSTH KEPATOIUTHKH.

Kommentapun: Cywecmeyrom pasnuunvle Kepamoaumuyeckue npenapamsl 8 euoe Kpemos u
J10CbOHO8. Dmu cpeocmea 6 6uoe Oeucmeylouje2o Gewecmsa cooeprHcam MoUesuHy,
canuyunogyio kuciomy’™ unu anva-eudpoxcunvivle KUCIOmMbl (MOLOYHYIO U 2IUKOTEBYIO
KUCIOM®bL).

Ippexmusnocmsb mouegunsvl 00yC061EHA e C8OUCMBOM C6:a3bl6amb 600Y. [Iponunenznukons
6 Konyenmpayuu 0o 40%, kax ¢ npumenenuem OKKIO3uU, Maxk u 0e3 Hee, A6IAemMCA
appexmusnvim  Kepamoaumuxom. IIpumenenue OKKIO3UU, KAK NPABUNO, YEeaUdU8dem
apexmusHocms KepamoaiumuKos, 0OHAKO, NPUMEHeHUe OKKIIO3UU HA OOWUPHBIX Y4ACTIKAX
Uy nayuenmos ¢ NioXou NepeHOCUMOCbIO BbICOKUX MeMnepamyp, 00JHCHA NPOBOOUMBCS C
0C0001l OCIMOPOACHOCIBIO.

Ilpu ucnonv3oeanuu Kepamoaumuko8 HA OOWUPHBIX YYACMKAX, HEOOXO0OUMO YYUMbl8amsb
Hapywenue 6apvbepHoli QyHKyuu y 00abHbIX uxmuozom. Tax npumeHnenue cpeocmg c
canuyunogoll  kuciomow’™*™, na obwiupHbie yuacmku, 6cieocmeue abcopoyul, MoxNcem
npUsecmu K 8blpaiCeHHol UHMOKCUKAYUuu (MowHoma, wiym 8 yuax, OUCnHod, 2aiioyuHayuu
u m.0.). Yem meHvuie pebeHOK, meM @vlule PUCK B03HUKHOBEHUS NOOOOHBIX pearKyuil.

Hapywenue kooicnozo 6apvepa nHeobX00UMO yyumuléams U Npu JedeHul Conymcmeyiouux

0epmamo3o8.

PexoMmeHnoBaHO Ha3HAUE€HHE MECTHBIX PETHUHOUAOB UJIU CPCACTB, COACPKAIUX BUTAMUH I[?),
XOTs Y HCKOTOPBIX MaIUEHTOB OHH BBIZBIBAIOT MECTHYIO PCAKIIUIO pasapaKCHU .
I[J'I)I MpeaoTBpalICHUA MCPErpeBaHnsd pCKOMCHAOBAHO UCIIOJIBb30BATh OXJIAXKAAOIINEC KUJICTHL

WJIM UIMETH C CO00# MyIbBEpU3aTOpP C BOJIOH.
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KOMMCHTapHH: y HEeKomopblx nayuennmoes ommedaemcst CHUNCEHHAA cnocobHocms K

nOMoOmMOeneHuUIo U HENEepeHoCUMOoCnib 6bICOKUX memnepamyp, 0CO0OEHHO 2mo XapakmepHo ons

JIAMENIAPHO20 UXMUO3A U UXMUO3UDOPpMHOU dpumpodepmuu. OcobeHHO onacHo nepezpesanue

0J151 HO8OPOJICOeHHbIX. Puck 6o3pacmaem 6 stcapkyro no2ody u npu u3uuecKux Hazpy3Kax.

PexoMeH10BaHO B TIEpHOI HOBOPOXKICHHOCTH M Cpasy IOCIE POIOB:
O peOeHKa TPaHCIOPTHPOBaTh B OJI€syIe M3 AJTIOMUHHEBOH (OJBIH B pEaHUMAIIMOHHOE
OT/ICJICHUE;
O B MHKY0aTope MoIepPKUBATh BIAXHOCTh Bo3ayxa 70-80%;
O 00eCreurTh KaTeTePU3AIMIO TyIIOYHOH BEHBI;
O OCYIIECTBISATh MMOCTOSHHBI MOHHUTOPUHI 3JICKTPOJIMTOB, MHKPOOHOH KOJIOHU3AIMU

KOXKH.

PexoMeH10BaHO NPOBOIUTH BHIOOP Ma3eBOH OCHOBHI B 3aBUCHMOCTH OT COCTOSHHS KOXH
MaIMeHTa U ¢ y9eTOM Bo3pacTa maiuenrta. Uem Oosee BrIpake€Ha SPUTPOACPMHS, TEM Oolee
[IaAIIeH TOJDKHA OBITh HapY)KHAsl Teparusi, TeM OOJIbIIE BOJIBI JTOJDKHA COJIEPKATh OCHOBA.

KommenTapuu: B nepgvie OHu 60 8pems npebviearusi 8 UHKYOAmope NoKa3an 2uopophuibHbviil
Kpem, KOMOpblil NOCMENEeHHO, ¢ YMEHbUEeHUeM BIANCHOCMU 8 UHKYOamope, 3amMeHAemcs Ha
Mazb HA KpeMo8ol OcHose, 3amemM HA Masb. lenioobmen uepe3 nomenue  O02paHuieH
gcreocmeue  2unepkepamosqa,  NOd3MOMY  JCupHvle,  co30arOwue  OKKIO3UI0  MA3u — —
APOMUBONOKA3aHbL. Jlemom npu noeviueHHOU memnepamype u 61a*CHOCMU PEeKOMEHOYIOMCS
bonee nezkue 2uopoguivhvie ocHogul. 1 uopoghobnvie mazu npumensiomes 2-4paza 6 Oenw,

euopogunvhvie Kpemwvl 6-8p/OeHb.

Ha IEPBOM IOy KHU3HU PECKOMCHIAOBAHO IMPUMCHATH HAPYKHBIC YBJIAXKHAIOMIUC CPCACTBA,

conepxarue riauneput (5-10%) u nekcrnantenon (5%) amiaHTOWH.
He pekoMeH0BaHO MPUMEHSATh MOUYEBHUHY Y A€Te 70 roja.

Co 2-ro roaa XH3HU PEKOMEHIOBAaHO 100aBnsATH 3% MOYEBHHY, ¢ 3-T0 roja J00aBIATH
moueBuHy (7-7,5%), Ha KOXKy JagoHeH u moaomB ¢ Oosbieii koHneHTparuei (10-15%), Ha
9TH YYaCTKH PEKOMEHJIOBAHO MO0ABISITH CATUIIMIOBYIO KHUCIOTY (2-2,5%). BcenenctBue

THIICPKEpATO3a NPUMECHCHHUE MOYCBUHEI XOPOIIO IECPEHOCUTCA.

Crapiie 4 neT KOHLIEHTPALUIO MOYEBUHBI PEKOMEHJOBAHO MOCTENEHHO MOBBIIATh 10 10%.
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PexomengoBano getsim ¢ 4 JETHEro Bo3pacTa Ha3HA4aThb MECTHBIE PETUHOUIBI (KpeM ¢
uzorperunonHom 0,05-0,1%), crenyer y4uThIBaTh, YTO PETHHOHMIBI YAaCTO BBI3BIBAIOT
pa3apakeHue KOXKHM, MO3TOMY HMX MpPHUMEHEHHE, OOBIYHO, OIPAaHHMYMBACTCS HEOOIBIIUMH
ydyacTKaMH B pEXKHME TIOOYEPEHOT0 IpHMeHeHHs. Takke HeoO0XOAMMO YYUTHIBATh

BO3MOYKHOCTb YPE3KOKHOU Pe30pOIIMH PETHHOUIOB.

V¥ nanuenTos crapiie 10 jieT peKkOMEHI0BaHO IPUMEHEHUE HAPYKHBIX CPENICTB, COJIEPIKALIUX
JK,BK 9K,BK

CAJIMIIMJIOBYIO ~ WJIM MOJIOYHBIE KUCIIOTHI M BUTaMHHA A™"". O1HaKO HEOOXOJUMO TIOMHHTb,

YTO HAHECEHWE CAIMIUIOBOM KHMCIOTHI ™ Ha OOJbIIME IUIOIIAMH, y JETeH O0COOEHHO

MJIQJLIIMX BO3PACTHBIX TPYII, MOXKET IPUBECTH K Aanua03y, YIpOXKarolleMy >KU3HHU,

BCJIC/ICTBHE TPAHCKYTaHHOU pe3opOrun. [47, 20].

B moapoctkoBoM BO3pacTe PEKOMEHJIOBAHO MPHUMEHSATH KOHIIEHTPALUU JIEKAPCTBEHHBIX
CPEICTB, MCIOJIb3YIOLIUECS Y B3pociblX. CMsrdyaromme 1 yBIAKHSIOLIME CPEACTBA: KPEM C

IK,BK

sprokaibideposom™™ (D), Mass ¢ peruHonoM™ " 0,5% (D), Kpema 110 THITY «Macjo B BOJIE»
(D) 2-3 pa3a B cyTKu B IepepbiBax MEXIAy Kypcamu jedeHus [5,6]. s MbIThs HE Clieayer
MOJIb30BaThCA IEIOYHBIM MbUTIOM. KepaTonuTuueckue cpeactBa: Masb ¢ ModeBuHOU 10%
(D), canmunmnoBoit™™ 2-5% (D), monounoit 8% (D) u riumkoneBoit kuciaoramu (D) 2 pasa B

CYTKHM BO BpeMs TEpaluu U B IEpEepbIBaX MEXAy Kypcamu jieuenus [ 1,4,5].

HpI/I COUCTAaHHUU BYJIbIapHOI'O MXTHO3a M aTONHUYCCKOro AcpMaTtuTa HE PEKOMCHAYCTCA

IMPUMCHCHUC TJIUKOJIEBOM KHCJIOTHI, 4 TAKXKC BaHH C MOpCKOﬁ COJIBIO.

PexoMeH10BaHO MCMOIB30BaTh AHTUCENTUKHU i1 00paboTku TpewuH: 1% BOJHBIA pacTBOp

MCETHJICHOBOT'O CHMHETO.

B cnyuasx penuauBupylomed OakTepHadbHOM HMH(MEKIUH PEKOMEHIOBAHO NPUMEHEHHE

BaHHBI C PACTBOPOM MOBUIOH-H01a™"" (101 KOHTposieM ypoBHs TTI B CHIBOPOTKE KPOBH).

PexoMeHI0BaHO €XEIHEBHOE MMPUMCHCHUC H.IaMl'IyHeﬁ, COACPpIKAIINUX 5% MOYCBHUHY B ClIy4yac

JICTKUX THUIICPKEPATO30B BOJIOCHCTOM YaCTH T'OJIOBBI H_IaMHYHI/I HaHocAT Ha 5-10 MHHYT.

[Ipn Gojiee BBIPAKEHHOM THMIIEPKEPATO3€ BOJIOCHCTOM YaCTH TOJIOBBI PEKOMEHI0BAHO
HUCIIOJIB30BAaTh paCTBOpI/IMBIe B BOIC erMI)I U Masn C )IO6aBJ'IeHI/IeM KepaTOJ'H/ITI/IKOB
(Mosounas kucinora 5%; MoueBuHa 5-10%; camuuunoBas kuciora™™ 1-2%, HO He paHee

TPETHEI'O IoJia ’)XKU3HU U HA HeOOIbIINe y‘IaCTKI/I).
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Koowca nuya onna w3 Hambonee 4YyBCTBUTENBHBIX oOnacTeil. PexoMeHI0BaHO HaHECeHHE
KpeMa Ha OCHOBE «Macjio B Bojae» ¢ Jo0aBiieHMeM MoueBUHBI 10 5%. B ciyuae, ecnu
NAIMEeHT HE MEPEeHOCUT MAHHBIA KpeM, PEKOMEHIIOBaHbI HEUTpasbHbIE 0a30BbIE OCHOBHI C
nobaBieHHeM JieKcnanTeHomna 10 5% u ButamuHa E. [IpumeHenne akTHBHBIX K€PAaTOTUTUKOB

B 3TOI 001acTH He PEKOMEHIOBAHO, TaK KaK JaHHBIC CPEACTBA IINIOXO IIEPEHOCATCH.

Yy MNauCHTOB C MUIJIMCTBIM THUIIOM THUIICPKEpATO3a HICpIIaBasgd IOBCPXHOCTb KOXKHU
06y0J’IaBJ’IHBaCT CHJIBHOC TPCHHUEC, OACKIAa KW APYruc YydJaCTKH TC€JI1a MOI'YT LEIIIATBCA 3a
THIICPKEPATOTUYCCKUEC OTPOCTKH, OTCJIaMBas HX. PCKOMCH,I[OB&HO IIPUMEHCHUEC DMOJICHTOB U
KCPATOJIUTUKOB, KOTOPBLIC CIIOCOOHBI COKpPAaTUTH IUJIOIIAAb LuepmaBoﬁ KOXH, MpUBOAA K

CHIDKCHUIO 00pa30BaHUs My3bIPEeH U IPO3HI.

Cucmemnas mepanus

[Tpr TsOKEMBIX (QopMax HMXTHO30B PEKOMCHJIOBAaHA CHUCTEMHAs TEpamus PETUHOWIAMU:
W30TPETHHOMHOM HJTH allATPETHHOM.

Kommenrapum: Hasnauenue cucmemHol mepanuu OOJIHCHO OblMb 636CUEHHbIM pelleHUueM,
HeoOX00UMO OYeHUMb PUCKU U YUUMBIBATNb B03MONCHOCMb 80300HOBIEHUs MAKOU Mepanuu ¢
yenvo noo0epICcanUus NOJOACUMENbHO20 dhghekma. Jlewenue cucmemHviMu pemuHOUOAMU
HOBOPOJICOCHHbIX «NJI00 AplleKuHa» CnocooOHo chnacmu MCU3Hb NAYUeHmy Gcledcmaeue

ycujiernus 0@01('661]1401/;1/!1/! CJfCuMClIOM/;eIZ 000104KU.

CucreMHbIe pETHHOUBI PEKOMEHIOBAaHO Ha3HAYaTh BHYTPb B JI03€ OT | MI/KI M30TPETUHOMHA
unu 0,5 mr/kr arutpeTnHa (MUHUMaNTbHAs 2 (EeKTUBHAS 103a).

Kommentapuu: (Ganemo et al 2012)/. Rajpopat et al 2011) [27] npodemoncmpuposan 83-
86% swiorcusaemocmo y nioda Apnexuna, eciu mepanus pemuHoOUOAMU HA4ama 6 nepevie 7
cymox, 6 cpasHenuu c¢ 76% cmepmu 6 meuenuu nepsevix 3 cymox 0Oe3z Hux. HAnouckue

uccnedosamenu NOOMEEPOUNU MU pe3yibmamsl, NPOOEMOHCMPUPOBAE euje Dollee 8biCOKUE

yugpot svixcusaemocmu 0o 92% (Shibata et al.,2014) [49] .

[Tpu >nuUIEpPMOIUTUYECKOM TUIEPKEPATO3€ BEJIUK PUCK BO3HUKHOBEHHS OaKkTepuanibHOU

I/IHCbeKHI/II/I, B TaKOM CJIyda€ pEKOMCHAOBAHO IMTPUMEHECHUEC CUCTEMHBIX aHTUOHOTHKOB.

[Ipu SHUAEPMOIUTUYECKOM THIEpKepaTo3e C OOLIMPHBIM MOpPaKEHHEM pPEKOMEHJOBaHa
Tepanusi CUCTEMHBIMH DPETHHOMAAMHU, KOTOpas 3HAUMTEIbHO YMEHbIAET THIEepKepaTo3 U
CHIDKAeT PUCK BO3HUKHOBEHHUs OakTepuanbHOM mMHekuuu. OJHAKO 3TH Mpernaparbl MOTYT

CTUMYJIMPOBATH 06pa30BaHI/Ie HYSBIpeﬁ, O3TOMY npu SMUACPMOJIUTUICCKUX
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THIICPKEpaATOo3ax, TCPAINIO CUCTEMHBIMU PETUHOMAAMHU PEKOMCHIAOBAHO HAYHMHATH C HU3KHUX
J03.

3.2 Xupypruyeckoe JedeHue
OOBIYHO HE MPUMEHACTCS.

3.3 UHoe Jeyenue
Tpebyemcst moabko npu 603HUKHOBEHUU OCTIONCHEHUIL.

L4 PGKOMGHI[yeTCH OrpaHU4YUTb KOHTAKT C AJUICPTU3UPYIOINMMU BCIICCTBAMHA OBITOBOM XHMHU -
YUCTAINUMHU, MOOIMUMH U KOCMETHUYCCKUMHU CPEACTBAMH, KOHTAKT C HIECPCTHIO XKMUBOTHBLIX U

CUHTCTUYCCKUMU MaTCpUalaMu.

L4 I[CTHM C TsKCJIIBIMHA (l)OpMaMI/I HXTHO3a PEKOMCHAOBAHO IIPOBOAUTH I/IH,Z[I/IBI/II[yaJ'IBHHﬁ
HO,Z[60p panroHa C MOBBIIICHHOMN KaHOpHﬁHOCTbm, BCJICACTBHUC YCHUIICHHOI'O SHEPICTUUCCKOT' O

oOMeHa, a Tak e MOBBIIICHHOH MOTPEOHOCTH B XKele3e.

4. PeaOuuranus

Pexomenoosana coyuanvhas (Koncyromayuu 0emckux ncuxono2os8, 0egh)ekmonocos) u
MeouyuHckas (uzuomepanesmuyeckue u KypopmHvle Memoobl) peabunumayusi Oemell
OONLHBIX UXIUOZ0M.

Peabunumayus ¢ yuacmuem opmoneda u cneyuaiucma no ie4eOHol QusKyibmype
HeoOxo0uma Oemsam €O CceUbOAMeNbHbIMU KOHMPAKMYpPamu, —pPa3eueuUMUcs uz-3a

00pazosanusi po2o6ou NIeHKU 80 BHYMPUYMPOOHOM nepuooe.

5. IllpodpunakTuka U AMCHIAHCEPHOE HAOIIOIeHUE

5.1 IpopnaakTuxka
MeTo10B TPOPMITAKTUKH HE CYIIECTBYET.

5.2 BeneHue nanyueHToB

L4 HaLII/IeHTOB C UXTHUO30M PCKOMCHIAYCTCA Ha6J'II-OI[aTB M0 MECTY KUTCJIBCTBA B aM6y.TIaT0pHO'
MOJIMKIIMHUYCCKUX  YCIIOBHAX BpadYoM IMI€AUATpPOM, JAC€PMATOJJIOIOM, O(i)TaJ'IBMOJ'IOFOM,
OTOPHUHOJJIAPUHI'OJIOTOM, HEBPOJIOI'OM, SHAOKPHHOJIOIOM, JUETOJIOIOM IMPH HAJIMYHNUNU KOCTHBIX

HapyLIEHUH — OPTOIEOM.

e PexomeHayeTCsl MPOBOJIUTH KOMIUIEKCHYIO TE€paruio, BKIOYAIOIIYI0 (U3M0TEepaneBTHUECKOe
JIeueHHe PEryJsipHO MPU HAJIMYUH MOKa3aHWH B clydae OCIO0KHEHHOTO TeUeHHs OOJIE3HHU - B
YCIOBUAX KPYIJOCYTOYHOTO CTallMOHAapa, B CTA0MJIBHOM COCTOSIHUM — B CTalMOHape

JTHEBHOTO MpeObIBaHus Win amOynatopHo 1 pa3 B 3-6mec.
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Bonvuwuncmeo nayuenmos ¢ uxmuo3om — NOAYYAIOM MEPanuio 8 amOyiamopHuIX
yenosusax. B mnadenueckom u panmnem 6o3pacme HeoOX0OUMO NOCMOSHHOE OUCNAHCEPHOe
Habnooenue neduampa u oepmamonoza 1 paz 6 7-14 Owueu, ocmomp y ogmanvmonoza,
OMOPUHONIAPUH20NI02A, Hespoloed, duemonoza Ipaz 6 mecay. B oanvueiiwem noxasamo
oucnauceproe HabarOeHue cneyuanucmos 1 paz ¢ 3 mecsaya. B ciyuae obocmperus KOAHCHO20
npoyecca, maxceno2o oouje2o cocmosanus, 0CoO6eHHO Yy oemell paHHe20 803pacma, NOKA3aHO

CMAayuoHAaApHOeE JleueHue. ﬂﬂumeﬂbHOCmb npe6b16aHuﬂ 6 cmayuoHape cocmaejisiem 6 cpedyeM

10-14 oner.

6. lomotHuTEIbHASI HH(pOPMALHS, BIUAIONIAT HA TeYeHHE U HCXO]]
3a200/1eBAHUSA/CHHAPOMA

6.1 Ucxoabl U MPOrHoO3
[IporHo3 3aBUCHUT OT QOpPMBI 3a00JICBAHUS. Pannsgst aguarHocTuka, ajexkBaTHas

CHUMIITOMAaTH4eCKass MECTHasl W/WJIM CUCTEMHAs Tepamus, PErysIpHBIA yXOJ 3a KOXKeH Ha paHHUX
CTanuax 3a0oNieBaHUsT B TEYCHHE JKU3HH, MPEAOTBpAIIACT BO3HUKHOBEHUE OCJIOKHEHHI,
MpeloTBpalaeT rubenb pedeHKa MpH TsHKENbIX (opMax Ha PaHHUX CPOKax KU3HHU, OMpeAernseT

Oosiee OIAroNPHUATHBIN MIPOTHO3 M YITyUYIIAET KA4eCTBO )KU3HH JETEH C HXTHO30M.

Kputepun kauectBa okazaHusi MeJUIIUHCKONH MOMOIIH
Ta6aunna 1 - Opranu3aliMOHHO-TEXHUYECKHE YCIIOBUS OKa3aHUsl MEAUIIMHCKON TOMOIIIH.

- CHCLII/IaJ'II/BI/IpOBaHHaH MCIUIIMHCKAs IMMOMOIIb
Bua MequuuHCKONH MOMOIIHU

YciaoBus okazaHus MeTHIUHCKOM CTaI_II/IOHapHO /B AHCBHOM CTaIllMOHAPC
MMOMOIIH

dDopma 0Ka3aHUA MeIMIMHCKON IlnanoBas
TOMOIIH

Tabauna 2 - Kpurepuu kauecTBa 0Ka3aHUsi MEJUIIMHCKOM MOMOIIN

YpoBeHb 10CTOBEPHOCTH
A0KA3aTeJbCTB M

Ne | Kputepmii y0enuTeabHOCTH
pPeKOMeHIauuil — HU3KH U
(koHceHcyc IKcnepToB- D)

1 Brimonnena KOHCYJIbTallud ACPMATOJIOTra D

2 BrimonHeHa Tepanus KepaToiuTUdecKas u/mim D
YBIIOKHSAOMASA (B 3aBUCUMOCTU OT MEAUIIMHCKUX
MOKAa3aHUM U MPU OTCYTCTBUU MEAUIIMHCKUX
IIPOTUBONOKA3aHHI)
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3 BrimotHeHa KOHCYIbTaUs 0(TaTbMOI0Ta IPH D
HaJIN4MU [IOKa3aHUW U OTCYTCTBUM IIPOTUBOIIOKA3AHUI

4 BrinonHena KOHCYJIbTalysl OTOPUHOJIAPUHIOJIOTa IIPU D
HAJINYMU TIOKA3aHUN U OTCYTCTBUU MPOTHUBOINOKA3aHUI

S) Brimonnena tepanus peTHHOUAAMU H/HITH D
PETUHONIAMH C TIIIOKOKOPTUKOCTEPOHIaMH (TIpH
CPEIHETSDKEIIOM WM TSDKEJIOM TEYCHHH, B
3aBUCHMOCTH OT MEIUIMHCKHX ITOKAa3aHUI U IpH
OTCYTCTBUH MEIMIIMHCKUX MMPOTHUBOIOKA3aHHIA)
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ABTOpPbI NMOATBEP:KAAKT OTCYTCTBHE (UHAHCOBON TMOAJEPKKH/KOH(PIUKTA HHTEPECOB,

KOTOPbIil HEOOX0AMMO 00HAPOI0BATD.
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Ipunoxenne A2. Meronosiorust pa3padoTKi KJIMHAYECKHX PeKOMEH ALK

LesieBasi ayAnTOPHUS JAHHBIX KJIMHUYECKHX PEeKOMeHAanuii
Bpauu-neauarpsl, Bpauu AepMaTOBEHEPOIIOTH;

I'eneTnkuy;

Bpauu o6meit npakTHKH (CeMelHbIe Bpayun);

Crynentsl MmenuuuHckux BY3o0B;

o > w0 e

OOyuarommuecst B OpJMHAType U HHTEPHATYpE.
Knunuueckue pexomenoayuu co30anvl HA OCHOBAHUU COBPEMEHHBIX MEHCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAUUTL N0 OUAZHOCMUKE, 1eUeHUI0 U 8€0CHUI0 DOJIbHBIX C UXIUO30M.
Hxmuoz omnocumcsa K peoKumM 2emepozeHHbIM 3A0071€6AHUAM, YMO UCKII0Yaem
603MONCHOCIb NPOGEOCHUA 0O0IbUIUX KOZOPMHBIX U PAHOOMUIUPOBAHHBIX KOHMPOJIUPOBAHHBIX
UCcne008anuil u 014 CO30AHUA NPOMOKON06 OUAZHOCMUKU U MEPAnUU UCROIb3YIOMCA JIULLb
memamuyecKue uccie008anus IKCNEpmos, ONyOIUKOBAHHbIE 8 NOC/IEOHUE 084 OeCAMUTIEMUSL.
MeTtoabl, HCTIOJIBL30BAaHHbIE 11l COOpPa/cesieKIIUN 10KA3aTeJIbCTB:
® TIOWCK B AJICKTPOHHBIX 0a3aX JIaHHBIX.
Onucanue MeTO10B, MCNOJb30BAHHBIX /ISl cOOpa/cesIeKIUM 10KA3aTeIbCTB:
e JOKa3zaTeNbHOW 0a30il AN peKOMEHIAlUi SBISIOTCA MyOJUKallMW, BOIIEIIINE B
Kokpanosckyro 6ubnuoteky, 6a3sl nanusix EMBASE u MEDLINE.
MeTtoabl, HCIOJb30BaHHbIE JJIsSl OLEHKH KAaYeCTBAa M CHJIBLI I0KA3aTeJILCTB:
e KOHCEHCYyC dKCIIEPTOB.

L4 OI.[CHKa 3HAYUMOCTHU B COOTBCTCTBHHU C peﬁTHHFOBOﬁ CcXeMOoM (CXCMa an/maraeTc;I).

IKOHOMHYECKHH aHAJIN3:
AHanu3 CTOMMOCTH HE TMPOBOJWICA U MyOnuKanuu 1o  (HapMaKOIKOHOMHUKE HE
AHAJIM3UPOBAJIUCE.
MeToa Baiugauum peKOMeHaauuii:
e BHemHss SKCepTHas OLEHKA;
e BHyTpeHHss 3KCnepTHas OLICHKA.
Onucanue MeToaa BAJINAANMH PEKOMEHIAMIA:
Hacrosimme pexoMeHaanuMu B MOpeABApUTEILHOM BEPCHUU PELEH3UPOBAHBI HE3aBUCHUMBIMU
JKCIIEPTAMH.
KoMMeHnTapuu, moiydeHHbIE OT OKCIEPTOB, CUCTEMATH3UPOBAHBI M OOCYXICHBI YIIEHAMU

paboueii rpymnmbel. BHOCHMBIE B pe3ysbTaTe dTOT0 M3MEHEHHUS B PEKOMEHJAIIMN PETHCTPUPOBAIHCH.
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Ecnu xe u3MeHeHus He ObUIM BHECEHBI, TO 3apErMCTPUPOBAHBl MPUYMHBI OTKa3a OT BHECCHHS
W3MEHECHUM.

KoHncyabTauus U 3KkcnepTHasi OLEHKA:

[Tocneanue 3MEHEHHUS B HACTOSIIIIMX PEKOMEHIAIMSIX ObLIN MPE/ICTaBICHBI AJ11 00CYXK/ICHUS B
MpeABapPUTEIIBHOW BEPCUM HA COBEIaHuK pabdoueit rpymibl, Mcnonkoma CIIP u uienoB npoduibHOMA
Komuccuu B pespane 2015 rona.

[Ipoekt pexomeHmanuii ObBUT PEICH3UPOBAaH TAKXKE HE3aBUCHMBIMU JKCIEPTaMH, KOTOPBIX
MOMPOCHIIM MPOKOMMEHTUPOBATH JIOXOAYUBOCTh U TOYHOCTh MHTEPIPETALUU JOKa3aTeIbHON 0a3bl,
JIe)Kallle B OCHOBE PEKOMEHAAIUMN.

Pabouas rpynna:

Jns  OKOHYATENbHOW pENaKkIMu W  KOHTPOJS KadecTBa PEKOMEHJALUU IOBTOPHO
MIpOaHATU3UPOBAHBI YWIeHaMU paboueil TPyMIb.

AKTyanu3anus JaHHBIX KIMHUYECKUX PEKOMEHAAUN OyJIeT MPOBOIUTHCS HE PEkKe, UeM OJMH pa3
B Tpu roxa. llpunsrue perieHuss 00 OOHOBICHHMH OyAET NMPHHITO HA OCHOBAaHUU IPEIIOKCHUH,
MPEJICTABICHHBIX MEIUIIMHCKAMU TPO(hEeCcCCHOHATLHBIMA HEKOMMEPYECKHUMH OPTraHU3alUsIMHA  C
y4€TOM pe3yNbTaTOB KOMIUIEKCHON OIIEHKH JIEKAPCTBEHHBIX MpPENapaToB, MEAULIMHCKUX U3JENUN, a

TAK¥XKC PE3yJIbTATOB KJIWHUYECKOMN anp06aum/1.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

Hopsiaku oxkazanus MeIUIMHCKON MOMOIIIK:
1. Ilpuxa3z MuHucTepcTBa 34paBOOXPAaHEHMS U cOLMAIbHOTO pa3BuTus PO or 16 anpens 2012 r.
N 3661 "O06 yrBepxacHuu [lopsika okazanusl meauaTpudeckoi momomuu"
2. Ilpukaz MunuctepctBa 3apaBooxpaHeHus P® or 15 Hos6ps 2012 r. N 9178 "O6

yrBepkaeHuu [lopsaka okazaHust METUIIMHCKON TTOMOIIY OONBHBIM C BPOKICHHBIMU U (WJIH)

HACJIEICTBEHHBIMU 3a00JICBAHUSIMUA .
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IIpuioxkenue b. AJiropuT™MblI BeIeHUSI NALMEHTOB

IlaumeHt ¢ MOJAO3PCHUEM HAa HXTHUO3

A 4

Jlmarmoctuka

Koncynbranus
npoQHUIBEHOTO
cIenuaancTa

Jmarao3s

A

HET

MOATBEPKIIEH?

JA

IToka3ano
CTallMOHapHOE

HET

negyeHue?

JleueHue B
CTarroHape

A

<

Jleuenue B aMOyJIaTOPHBIX
YCIOBHAX

Peabunuranus

A

JucnancepHoe HaOI0IeHUE
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Ipuioxenue B. Uudopmanus 1/ NaUEHTOB
HNxTno3er — I'pyiia HaCJICACTBEHHBIX A€PMAaTO30B, B OCHOBEC KOTOPBIX JICKAT Pa3IMYHBIC

HapyleHUsl TEPMUHAIBHONW AU PEepeHIIPOBKU KIETOK BEPXHETO CII0S1 KOXKH — SMUEPMHUCA.

[IpakTHdecku pa3ieNisioT UXTHO3bl Ha MPUOOPETEHHbIE, KOTOPHIE HE MPOSBISAIOTCS Cpas3y B
MOMEHT POXJIEHHS U, OOJIUTaTHO BPOXKIECHHBIE UXTHO3BL. Bee (opMbl MXTHO30B MOTYT BCTpedaThCs,
KaK U30JIMPOBAHHO, TaK U B COCTaBE CUHJIPOMOB.

Bce cembu, B KOTOpBIX Yy JeTel/poauTeneil JUarHOCTUPOBaH HXTHUO3, JOJDKHBI IMPOHTH
MEJIUKO-TEHETUYECKOE 00CIEI0BAHUE.

OO0mmM Ui BCEX HWXTHUO30B SBISCTCS T'CHETUYECKH JAETEPMUHUPOBAHHOE W3MEHEHHE
snuaepMuca (BEepXHUH CIIOM KOXKHM), YTO HPUBOAUT K HAPYIIEHUIO €ro OapbepHOM (QyHKIUH U
CHMIKEHHIO CITOCOOHOCTH CBSI3bIBATh BOJY.

Knuan4yeckn y ManueHToB ¢ MXTHO30M OTMEUaeTcs CyXas, C pOrOBBIMH HACIOCHHSIMHU KOXa,
MOTYT OTMEUaThCsl OOJE3HEHHBIE TPEIIMHBI U ITy3BIPH, HMHOTJA Ha KOXE MOYXHO YBHUJETH IUIOTHO
IpUJIeraroIye, KOpUYHEBaToO — Cepble YCIIYHKH.

B ciydae TskensIx BpOXKIEHHBIX (POPM MXTHO3a, 0OCOOEHHO B MEPBBIN I'OJ JKU3HU peOeHKa,
MIPOUCXOIUT aKTUBHAS YPECKOKHAS TOTEPS BOJABI U TETIIA, YTO MOXKET IMPUBECTH K 00€3BOKUBAHUIO U
MIEPEOXJIaXKICHNIO peOCHKA.

BenenctBue  3akynmopkd  pOroBbIMH  YEHIYHKaMH  IOTOBBIX — JKeJie3, OrpaHHMYMBACTC
CIOCOOHOCTh peOeHKa ¢ MXTHO30M K MOTOOTAETICHHIO, YTO IPHU BBICOKOH TemImepaType Bo3lyxa U
OONBIION BIAXHOCTH, MOYKET NMPHUBECTH K TUMEPTEPMUU M JEKOMIIEHCAIUU CEPACYHO-COCYIUCTON
CHCTEMBI.

Bcnencrue HapymeHHON 6apbepHON (DYHKIIMHU, KOXKa MALUEHTOB ¢ MXTHO30M BOCIPUUMYHBA
K IIPUCOETUHEHNIO BTOPUUHON HH(EKIMH (TPHOKOBON U /MM OaKTepuallbHOMN).

Ha mnporsokeHnn Bceld JKM3HM OOJIBHBIE HMXTHO30M JIOJDKHBI TONy4aTh  aJeKBaTHBIN
peryyspHbIi (€XKEeTHEBHBIN) yXOJ 3a KOKeW, OCOOEHHOCTH KOTOPOTO 3aBUCAT OT (POPMBI UXTHO3A,
BO3pacTa NAalMeHTa W HAJIWYMs WIM OTCYTCTBUS OCJIOKHEHHMH. PekomeHnoBaTh HEOOXO0IUMbIE
MaHMUIYJSAUU M CPEICTBA YXOAAa JOJDKHBI CHEIHAJIUCThl (JI€pPMAaTOBEHEPOJIOTH, MEAUATPBI).
[TpaBUIIHHBIN €KETHEBHBIN YXOJI YIydlIaeT KaueCTBO JKU3HU peOEHKA C MXTHO30M M TOJOKHUTEIBHO
BJIVSIET HA MTPOTHO3.

JleTn ¢ yCTaHOBJIEHBIM JMAarHO30M HXTHO3, OCOOCHHO B TEPBBIE TOJIBI JKU3HU JTOJKHBI
HaXO/UTHCS MO/ MOCTOSIHHBIM HaOJII0IGHUEM NI€IMaTPOB, IEPMATOJIOTOB U IPYTHX CIIEHUAINCTOB.

[IporHo3 3aBUCHT, B TEpBYIO oOuepenb, OT (GOpPMBI HMXTHO3a, a TaKKe  IMPABUIBHO

0100paHHON €XeTHEBHON MPOrpaMMbl yX0/1a 32 KOXKEH.
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IMpunoxenue I'l. AJropuT™M THATHOCTHUKHM UXTHO3a

Kiannnueckue MPOABJICHUSA

CyXOCTh W/WIIM IIENYHICHHE KOXU

Dpurpoaepmus
ITy3bipu Ha KOXE
DKTpONuoH
IKIAGHOH Koncynpranus
I'unepkeparos AE€pMATOBECHEPOIOTA
ITnon «Apnekun»
I'ucronormaeckoe
. N HCCIICIOBAaHUC
[omoxxuTenbHEIN ceMeHHbIN aHaMHE3/0TCYTCTBHE
o ouoIrTaTa KoKy
ceMeHOro aHaMHe3a
Koncynbranus
TreHETHUKA DneKTpOHHAs
MHKPOCKOMHS
ouomnTara
MonexynspHo-
TCHETHYECKOE
HCCIICIOBAHUEC
Juaruos
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[puioxenne I'2. PaciunppoBka npuMedaHui

* — JeKapCTBEHHBIM Ipemapar, BXOAAmui B IlepeueHb >XM3HEHHO HEOOXOAUMBIX |

BOXHEHIIMX JIEKAPCTBEHHBIX IIPENapaTtoB [Jisd MEAMIMHCKOro mnpumeHeHuss Ha 2016 ron
(Pacnopsokenue IpaBurenscta PO ot 26.12.2015 N 2724-p)

P — JlekapcTBEHHBIN Tpenapar, BXoasaiuil B [lepedeHb JEKapCTBEHHBIX IPENapaToB Jis
MEIMIIMHCKOTO TIPUMEHEHUs, B TOM YHCIE JICKAPCTBEHHBIX IMPENaparoB g MEAUIUHCKOIO

INIPpUMEHCHUA, Ha3HA4YaCMbIX II0 PCIICHUIO Bpa‘le6HBIX KOMHCCHH MCAULIMHCKHX OpraHH3aHHI>'I

(Pacniopsixenue IlpaButensctBa PO ot 26.12.2015 N 2724-p)
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