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OEJEPAJIBHBIE KIMHUYECKHUE PEKOMEHJALMUHA 110 OKA3AHHUIO

MEJUIMHCKOI NOMOIIU AETSIM C UXTHO30M

JlaHHbIe KJIMHUYECKHe PeKOMeHIalnu pa3padoTaHbl NpodeccuoHAIBLHOM acconuanuei
nerckux Bpadveii Cor3 mneaxmarpoB Poccum, akryanusumpoBanbl, yTrBepaxaeHbl Ha XVIII
Konrpecce nennarpoB Poccun «AKTyajbHbIe NpodJemMbl neguarpun» 14 pespaas 2015r.

CocraB paoOoueii rpymnbi: akaa. PAH bapanoB A.A., 4i.-kopp. PAH Hama3soBa-
bapanosa JI.C., 1.m.H. Mypamkun H.H., k.m.H. EpmuioBa A.U., k.m.H. MenbmkoBa I'.B.,

Mnasryi J.U.

ABTOpBI MOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MONIEPKKH /KOHPINKTA HHTEPECOB,
KOTOPBIii He00X0AMMO 0GHAPOI0OBATD.

METOA0JIOI' A

MeTOIlbI, HCIIOJIb30BaHHBIC NJIfA cﬁopa/ce.ﬂelcmm A0Ka3aTeJIbCTB:

¢ [IOHMCK B 3JICKTPOHHBIX 0azax JaHHBIX.

Onucanue MeTO10B, MCIIOJB30BAHHBIX I cOOpa/ce/IeKIMU 10KA3ATEeIbCTB:
e Jl0Ka3zaTelbHOW 0a30il Ans pEeKOMEHIAIUil SBISIOTCS MyONMKaIMH, BOUISALINE B

Koxkpanosckyto 6ubimnotexy, 6a3bl nanabix EMBASE u MEDLINE.

MeTOJIbI, HCIOJIB30BAaHHbIC 1JIf1 OICHKH Ka4Ye€CTBa U CHJIBI 10KAa3aTECJIbCTB:
o KOHCCHCYC OKCIICPTOB.

L4 OI_IGHKa 3HAYUMOCTH B COOTBCTCTBHH C peﬁTHHFOBOﬁ cXeMoi (CXGMa HpI/IHaFaCTCH).

Tabnuna 1.
PeittuHroBast cxema JJ1st OLIEHKW CHJIbI PEKOMEH JAIIHIA.
Yposnu Onucanne

A0KA3aTeJbCTB

1++ Merta-aHanu3sl  BBICOKOTO  KadecTBa, CHCTEMaTHYeCKHe O0030pbl  PaHIOMHU3HPOBAHHBIX
koHTponupyeMbIx uccinepoBanuii (PKM) mmm PKU ¢ oyeHb HM3KHM PHUCKOM CHCTEMAaTHYECKHX
1117 (03

1+ KauecTBeHHO TpoOBeAECHHBIE MeTa-aHadu3bl, cucrematudeckue, uau PKM ¢ HU3kHM puckom
CHCTEeMaTHYECKHUX OIIHOOK

1- Mera-aHanusbl, cucrematndeckue, i PKU ¢ BEICOKHM pHCKOM CHCTEMaTHYECKUX OLIMOOK

2++ BblcokokauecTBeHHbIE CHCTEMaTHYECKHE O0030pbl  HCCIIEOBAHMN  CIydal-KOHTPOJIb WU
KOTOPTHBIX HCCIIeJOBaHUH. BricokokauecTBeHHbIE 0030pBI HCCIIE0BaHUI CITydaii-KOHTPOIIb HITH
KOTOPTHBIX ~ MCCJIEJIOBAaHMH C OYEHb HHU3KMM pHCKOM 3(QQEKTOB CMEMIMBaHUSI WIH
CHCTEeMaTHYECKHUX OLIMOOK M CPEAHEH BEpPOSITHOCTHIO IPUYMHHON B3aHMOCBSI3H

2+ XopoIo MpOBEAECHHBIE HCCIEAOBAaHMS CIIy4all-KOHTPOJIb WM KOTOPTHBIE MCCIEJOBAaHUS CO
CpPEeIHUM pHUCKOM J(P(EKTOB CMEIIMBAHUS WIM CHCTEMaTHYECKMX OIIMOOK U CpeaHel
BEPOSTHOCTHIO MPUIUHHOHN B3aHMMOCBSI3H

2- HccrnenoBanus cirydaii-KOHTPOJIb WIIM KOTOPTHBIE MCCIIETOBAHMS C BBICOKMM PHCKOM 3¢ dexTon
CMEIIMBAaHUS WM CHCTEMATHYECKHX OMMOOK W CpelHedl BEepOSITHOCTHIO MPUIMHHOM
B3aMMOCBSI3H

3 Heananutnueckne viccie10BaHus (HapUMep: ONMCAHMS CIIyYaeB, CEPHil CITydaeB)

4 MHeHue 3KcnepToB

MeToabl, HCIOJIb30BAHHBIE /ISl AHAJIN3A 10KA3aTeJbCTB:
e O030pbI OITyOJIMKOBAaHHBIX METa-aHAIN30B;

e Cucremaruueckue 0030pbI C TAOIUIIAMH JIOKA3aTEIbCTB.



Mertoasbl, HCIIOJIL30BAHHbIE 11 (POPMYIMPOBAHUSA PEKOMEHAIMIA:
Koncencyc skcneptos.

Tabnuna 2.
PeittuHroBast cxema Jisi OLIEHKU CUJIbl PEKOMEH TALIHIA.
Cuia Onucanne
A ITo meHbIIEH Mepe onnH MeTa-aHaIN3, cucreMatndeckuii 0630p win PKH, oneHernHble kak 1++, HanmpsiMyo
MPUMEHUMBIE K [IEIEBOH IOIYJISIMN U AEMOHCTPHUPYIOIIIE YCTOHUYNBOCTE PE3yIbTaTOB
WITH

rpylna JOKa3aTelbCTB, BKIIOYAIONIAsl PE3YNbTaThl HCCICIOBAaHMH, OIEHEHHBbIC KakK 1+, HampsMmyro
PUMEHHUMBIE K 11eJIEBOH MOMYJISIUN U AEMOHCTPUPYIOMIKE OOIIYI0 YCTOHUNBOCTh pe3yIbTaToOB

B I'pynna pokaszaTensCTB, BKIIOUAIOIIAs pe3yibTaThl HCCIENOBAaHUM, OIEHEHHbIE Kak 2++, HampsMylo
NPUMEHUMBIE K [IEJIEBOH TOIYJISIMY U IEMOHCTPUPYIOIIHE OOIYI0 YCTOHYMBOCTh PE3yIbTaTOB

W

HKCTPANONIMPOBAHHBIC 1OKA3aTEeIbCTBA U3 UCCIIEIOBAHUHN, OIIEHEHHBIX KaK 1++ mmu 1+

C I'pynna 1moka3aTenbcTB, BKIIIOYAIOIIas pe3yibTaThl HCCIEHOBAHHUM, OLIEHEHHBIE Kak 2+, HaIpIMyIo
NPUMEHUMBIE K LIEJIEBO TOMYJISIUY U AEMOHCTPHUPYIOIIUE OOIIYI0 YCTOHYUBOCTD Pe3yIbTaToB;

7041

9KCTPANOIMPOBAHHBIC I0KA3aTEILCTBA U3 NCCIICIOBAHNUH, OIICHEHHBIX KakK 2++

D Jloka3zarenscTBa ypoBHS 3 WiH 4;

WITH

9KCTPANOJIMPOBAHHBIC TOKA3aTEILCTBA M3 NCCIECJOBAaHNH, OLICHEHHBIX KakK 2+

HNuaukaropsl 1o06pokavecTBennoii mpaktuku (Good Practice Points — GPPs):

Pexomengyemast 1oOpokauecTBeHHas! IIpaKTUKa 0a3upyeTcs Ha KIMHUYECKOM OIBITE YJICHOB
paboueii rpynmbl o pa3paboTKe peKOMEHIAIHiA.

JKOHOMHUYECKUH aHATU3:

AHanu3 CTOMMOCTH HE TMPOBOAWICA U MyOnukanmuu 1o (apMakOIKOHOMHUKE HE
AQHAIN3UPOBAIIHCH.

MeToa BaJIMAANMH PEKOMEHAALMM:

e BHemHss dKcIepTHas OLICHKA;
e BHyTpeHHs SKCiepTHAs OLICHKA.

Onucanue MeTO1a BAJIMAAIMN PEKOMEHIAMIA:

Hacrosinue pekoMeHmanuu B TPEIBAPUTETHLHON BEPCHUU PEIICH3UPOBAHBI HE3aBUCUMBIMHU
AKCIIEPTAMH.

KoMmMmeHTapuu, moiydeHHbIE OT JKCIEPTOB, CHUCTEMATH3WPOBAHBI M OOCYXKJEHBI WICHAMU
paboueii rpynmnel. BHOCHMEBIE B pe3ynbTaTe STOr0 U3MEHEHUsI B PeKOMEHIAINH PErHCTPUPOBATIHCH.
Ecnu ke m3MeHeHMs HE OBLIM BHECEHBI, TO 3apETUCTPUPOBAHBI MPUUYMHBI OTKa3a OT BHECEHUS
W3MEHECHUH.

KoHcyabTanus u 3KCnepTHasi OLEHKA:

[TocnenHne N3MEHEHHS B HACTOSAIINX PEKOMEHAIUAX OB MPECTABIEHBI IS 00CYKICHUSI
B TpeIBapuUTEIbHOM BepcuM Ha coBemaHuu pabdboueil rpymnnsl, Mcnmonkoma CIIP u wunenos
npoduabHON KoMuccuu B gespaie 2015 rona.

[IpoexT pexomeHmanuii ObUT PEIEH3UPOBAH TAKXKE HE3aBUCHMBIMHU JKCIIEPTaMHU, KOTOPBIX
MOMPOCHITU TPOKOMMEHTHPOBATH JOXOTYHUBOCTh U TOYHOCTh MHTEPIPETALIMU TIOKA3aTEIhbHON 0a3bl,
JIe)KaIlel B OCHOBE PEKOMEHAAIUI.

PaGouyas rpynna:

Jns  oKOHYAaTeNbHOW peJaklMM W KOHTPOJII KayecTBa PEKOMEHJIAMH TOBTOPHO
MIPOAHAIM3UPOBAHBI WICHAMH padoUed TPYIITIH.

OCHOBHBIE pEKOMEH/IalNH:

Cua pexomenaaiuii (A—D) npuBoauTCs py U3JI0KEHUU TEKCTa PEKOMEH/IAIIHH.



OIIPEJEJIEHUE

Hxtro3er (oT rped. ichthys-peiba) — rereporeHHas rpymnmna KOKHBIX 3a00JICBaHUM, IS
KOTOPBIX  XapakTEepHO  TIeHEpAJM30BAaHHOE  HApyUIeHHE  KEpPaTUHU3ALUH,  KIMHUYECKU
npossoneecs UG Py3HbIM THIIEPKEPATO30M.

CymiecTBYIOT Kak HAaCJIEICTBEHHBbIC, TaK W IpuoOpereHHbIe (opMbl nxTHo3a. OOmUM IS
BCeX (OPM MXTHO3a SBIISETCSA TEHETUYECKH IETEPMUHUPOBAHHOE H3MEHEHHUE SITUIEPMHUCA, KOTOPOE

NPUBOJIUT K HAPYLUICHUIO €ro OapbepHOM (DYHKUIMU M CHHXKEHHUIO CIIOCOOHOCTH CBSA3BIBATH BOJY.
[10,12]

Kon mo MKB-10

Q80 Bpo:xaeHHbIii HXTHO3

Q80.0 NxTno3 npocroit

Q80.1 NxTHo3, cBa3aHHbIN ¢ X-XpOMOCOMOM
[X-cueniaeHHblid UXTHO3 ]

Q80.2 IimacTuHYaThIN [JTaMEJUISIPHBIN | UXTHO3
Konnonuessiit pebeHOK

Q80.3 Bpoxxnennas OynnesHas UXTHO3U(DOPMHAs SPUTPOAECPMHUS

Q80.4 NxTno3 mioaa [«miox ApiekuHay|

Q80.8 Ipyroii BpoKICHHBIN HXTHO3

Q80.9 BpoxaeHHbI NXTHO3 HEYTOYHEHHBIN

SAMUAEMHUOJIOT'UA

[To maHHBIM JUTEPATyphl YacTOTa BCTPEYAEMOCTH BPOXKICHHOTO MXTHO3a B TOMYJISIHHA 3aBHCUT
0T reorpauyeckoil 30Hbl U COCTaBISIET B CpelHEeM: IpU ByiabrapHom mxtuoze — 1:250-1:1 000, X-
cueruiennom — 1:2 000-1:6 000, namemnspuom — wmenee 1:300 000, npu uXTHO3UDOPMHOM
spurpoaepmun — 1:100 000.

Ha tepputopun P® B 2011r 3apeructpupoBano Bcero 6488 00IbHBIX, U3 HUX C BIEpPBbHIE B
JKU3HHU YCTaHOBJIEHHBIM auarHo3oM 1384 uenoBeka. Beero gereit 2847 venoBeka, 4TO COCTaBIISIET
13,1 gen Ha 100 000 HaceneHusi, U3 HUX C BIEPBBIC B )KM3HU YCTAHOBJICHHBIM JHArHo3oM 858
yesnoBek (3,9 yenosek Ha 100 0000 HaceneHus).

KJIACCUDUKALIUA
1. IlepBUYHBIII HXTHO3

e  HM3onupoeannwvie gynvecapuvie uxmuosvl (0edromupyrujue vauie nocie 3-20 mecaua

JHcu3HU)

v ByJbrapHbIil (CHH.: BYJIbIapHbI ayTOCOMHO-JOMHHAHTHBIM MXTHO3, OOBIYHBIA UXTHO3)
(Q80.0);

v peueccuBHbIi, X-CLUEIUIEHHbIM (CHUH.: X-CIEIUIEHHBIM MXTHO3, YEPHEIOIIMM HXTHO3)
(Q80.1);

e H3zonupoeannvie 6poicoenHvle uxXmuo3vl (Oedlomupyouiue ¢ poHcOeHUus ¢
2CHEPANU308AHH020 2UnepKepamo3a u wenyuwienus/koanoouinou naenku; Q80.8)
o JlamennspHsIi UXTHO3/HEeOyIIe3Has BpPOXKJICHHAS HUXTHO3U(POPMHAs
SPUTPOACPMHS
— @DEHOTHI JIAMEJUIIPHOTO UXTHO3a

— ®@eHoTUN HEOYIIIC3HOW BPOXKICHHON UXTHO3U()OPMHON SPUTPOIEPMUN



— TIpomexyTounblil peHoTum

o «CamMonpou3BOJIbHO BbI3J0OPABIMBAIOIINIY KOJIIOAUEBBIN 10

NXTHo3 1o THUITY «KyNaJIbHOTO KOCTIOMa

o Hxtno3z ApnekuHa (CHH.: <«IUI0A ApJIEKWHA», HWXTHO3 TIUIOAA; Keparos
BPOKIACHHBIN; MXTUO3 BHYTPUYTPOOHBIH; THMIEpPKEpPaTO3 YHHUBEPCAJIbHBIN
BPOJKJICHHBIN);

O AyTOCOMHO-JIOMUHAHTHBIA JIAMEJISPHBINA UXTHO3;

o bynnesnas wuxtnosudopmuas sputrpoaepmus (CuUH.: sputpoaepmus bpoka;

o

UXTHO3U(OPMHBIN MTUACPMOTUTHYCCKU runiepkepaTos; Q80.3);

o bymne3nsiii uxtnoz CumeHca (CHUH.. HOBEPXHOCTHBIM AIHAECPMOIUTHUECKUN
UXTHO3; 9KC(OTHMATUBHBIN UXTHO3);

o MHraucteiit uxtno3 Kypra-MaxkivHa,
CHUHAPOM OTCIIAUBAIOIICHCS KOXKHM WU MIMHT-CUHApoM; Q80; (CcHH.: muiuHT
CHUHJIPOM; BPOXKJICHHBIH 3KC(HOTMATUBHBIN KEPaTOIU3; MUIMHT-CHHAPOM THII

A/B).
2. CHHIPOMBI ACCOIMHPOBAHHBIE C BYJbIAPHBLIM MXTHO30M
o bomesnp Pedcyma (cuH.: OO0JIe3HH  HAKOIUICHUS  (UTAHOBOH  KHCIOTHI,

oOycnoBneHHblii MyranusmMu B rene PHYH. HacnencrBennas ceHcopHO-MOTOpHast
noymHeponatus 4 Tuna; 10T BO3MOKEH C paHHEro Bo3pacTa 10 50 JeT; CAMITOMBI -
UXTHO3, KEPATOJIEPMHUsI JIAJOHEW U TOJOIIB, IPOrPECCUPYIOLIAsl MbIlIeYHas ci1adoCTh,
MO3KE€UKOBasl aTaKCHs, HETBEpJas MOXOJKa, MUTMEHTHBI PETHHUT, nepudepriecKas
IIOJINHEBPOIIATHS, TIIyX0Ta, KApANOMHUOIIATUS, aHOCMHUS,

o [Jedpuuur cynbdaraz - perkoe COCTOSHHE, COMPOBOXKJIAIOIIEECS KIMHUYECKHUMHU
OPOSIBIICHUSIMU  TakuxX 3a00JeBaHUM, Kak MeTaxpomaThyeckas Jeikomuctpodus,
MYKOIOJIMCAaXapua03bl U 1epUIUT cTepoua-cyibdarazbl. O0ycIOBICHO PELECCUBHBIMU
mytauusamu B reHe SUMF1, npuBogsmumu Kk HapyleHno (pyHKIHMHM BceX cylbdaras,
BKJIIOYasi CTEPOUJIHYIO.

3. CHHAPOMBI ¢ BPOXKIEHHBIM UXTHO30M
o Cungpom Yanapuna—[lopmana (cuH.: OO0JE3Hb HAKOIUIEHUS HEUTPATBHBIX

JUNHUAOB). BpOXAEHHBI MENKOMIACTHHYATBIA HXTHO3, TeNaTOCIIIICHOMETallus,
KaTapakTa, JaOMpUHTOBas TJIyXOTa, MHUOMATHs, aTaKCHUsi, HHOTJa OTMeYaeTcs
MUKpoLedanus, 3aepxKKa YMCTBEHHOTO Pa3BUTHS;

o bonesus INomie (6one3us I'omre Tui 2);

o Cungpom [llerpena-Jlapccona (apuTpomepmus, JIaTOHHO-TIOOIIIBEHHAS
KEepaToAEepMHUsl, HETBEPIOCTh MOXOAKH, «ITMPAMHUIHBIA 3HAK»- CUMIITOM MOPAKEHUS
MAPAMUJHOTO IYTH, JHIUIETUS, TETPAILIErHs, MPOrpeCCUpyromas 3alepKKa CTaTo-
MOTOPHOT'O U TICUXUYECKOTO Pa3BUTHA);

o Cunmpom Hereprona/JluneiHprii orubarommii MXTHO3 (aTONMUYecKas »dK3eMa,
UXTHO3, Y03UHOGMINS, oBbIIeHUE IgE, «6aMOyKOBbBIE BOJIOCH!»).

o Tpuxoruoguctpoduu (BIDS-cunapom). JIomkre BoIOCH, HapyIlIeHHE YMCTBEHHOTO
pa3BUTHSL, TOHM)KEHHAs (PepTUILHOCTH, KapJInKoBbIi pocT; IBIDS-cunapom: BIDS-
curpom+ uxtuos ; PIBIDS- cunnpom: IBIDS+hoTouyBCTBUTEIBHOCTD;

o Cungpom Konpanu XrwoHepmana (CHH.: TOUeYHAs XOHApoauciuiasus). HeonaranpHas
SPUTPOJIEPMHUS,  HUXTHO3U(POpPMHOE  UIenylmieHue 1o  JuHusIM  biamiko,
bomnukynspHas aTpodoaepMHs U MOJOCOBHUIHAS AJOMEUUs, UXTHO3 KOHEUHOCTEH,
OJTHOCTOPOHHSISI KaTapakTa, Ku(POCKOIN03, ACHMMETPHUS JIUIIA);



o CHILD — cunapom. «BpoxaeHHass reMUIUCIIIA3Us ¢ UXTHO3U()OPMHBIM HEBYCOM U
nedexramu KOHEYHOCTEN»: OJHOCTOPOHHHMI BOCTIJIMTENIbHBII HEBYC,
OTPAaHUYECHHBIM CPEIUHHON JIMHHMEW, pacHOJIOKCHHBIM BJOJIb JMHUM bramko,
OJIHOCTOPOHHSISI ~ KaTrapakTa, OJHOCTOPOHHSAS  JUCMENHs,  HWIICHIaTepalibHAs
TUIIOIIIa3us opraHa (II0Yka, MO3T, JIETKOE, CEpALE);

o IFAP cunapom (Mxtro3 GommukynspHbli ¢ aTpuxuei u Gporododueii);

o CHHIpPOM HXTHO3 TMpPU HEAOHOIIEHHOCTH (PEIKHM ayTOCOMHO-PELIECCUBHBIN
CUHIPOM, XapaKTEepU3YIOLIUWCS TpHUAIOH CHMITOMOB: HEJAOHOUIEHHOCTHIO,
Ka3€03HOH JIeCKBaMaIlUeH dMUAepMUCca U HEOHATATLHON acuKcHeit).

/lpy2ue peokue 3ab6o0nesanusn u cCuHOPOMbL:

— ARC - cunopom (cunopom, exnrouarowuii apmpozpugo3, noueuHyro OUCPHyHKyuo
U CUHOPOM X071ecmasa)

— CEDNIK cunopom (yepedpanvhulii Ouceenes, Heuponamus, UXMUO3, JTAOOHO-
noooweennas kepamooepmusi). Cunopom yepedpanrbHou OuceeHe3uu, Helponamul,
uxmuosza,  kepamodepmuu  pyxk  (CLUAHUK) / CEDNIK  syndrome.
Pacnipoctpanennocts 1 : 1 000 000, ayrocOMHO-pEIIeCCUBHBIN TUIT HacleaoBaHus. B
TUTepaType HUMeEEeTCs ONHCaHWe 7 WHIUBUAYYMOB (YETBIPM MalbuuKa H TpU
JICBOYKH), KOTOPbIE POAMIUCH B CEMbSIX pOJCTBEHHBIX OpakoB. IlpuumHoi
CUAHUK sBnsercs wmytauuss reHa SNAP29 (22qll1.2), koTopslii KoaupyeT
TPAHCIOPT BE3UKYIL.

— IHSC cunopom (HeoHamaavbHwlil UXMUO3 CO CKAEPOZUPYIOUUM XOJTAHZUMOM U
cunompuxoszom). Pactipocrpanernocts 1 : 1 000 000, ayTocCOMHO-PELIECCUBHBIN THIT
HacnenoBaHus, myTanus B rene CLDNI.

— Hxmuo3 c cunompuxo3om cunopom (6poiHCOCHHBIIL UXMUO3, @ONNUKYAAPHAA
ampoghooepmus, 2Zunompuxos, 2uno2uopo3)

— KID cunopom (kepamum, uxmuo3, 2iyxoma)

— MEDNIK cunopom (ymcmeennas omcmanocms, 3IHmMeEponamus, 2iyxomad,
nepughepuyeckaa  Heuponamusa,  UXMUO3, Kepamooepmus),  AyTOCOMHO-
periecCUBHBIN THI Hacaen0BaHus, myTaus B rene AP1S1.

—  Bpoosrcoennwrit uxmuos neymounennwoiii (Q80.9)

— Ilpuoopemennvie uxmuoswt (L85.0)

MEPBUYHBIN NXTHUO3

BY/IBIAPHBIH HXTHO3
ITHOJIOTUS ¥ TTH/1eMHUOJIOT U

Bynveaphulii uxmuo3 - ayTOCOMHO-TOMUHAHTHBIH JIepMaTO3, C HEMTOJHONW MEHETPAHTHOCTHIO U
BapHaleIbHON 3KCIPEeCcCUBHOCTHIO. OCHOBHOM Je(EKT - reHeTH4ecKH 00yCIOBJIEHHOE HapylleHHe
JKCIIpeccuy TNpoQuiIarrpuHa, Oenka KepaTOorHaJuHOBBIX TIpaHyld. OOHapykeH MpoOIeMHbII
Y4acTOK ¢ JIOKycoM Ha Xpomocome 1022. BrisBrensl MyTanuu B rene npoduiarrpusa (R501X u
2282del4). BeposiTHa BO3MOXHOCTh YYacCTHSi HECKOJBKHX T'€HOB, OJMH W3 KOTOPBIX BIHSET Ha
IKCcTpeccHio mpoduimarrpuHa. Myrtanuu TeHa (WIAITpUHA TOBBIMIAIOT PHCK aTOMMHYECKUX
3a0oneBanuid. Jlepunur ¢punarrpuHa BeI3BIBACT CHUYKEHUE CO/IEP)KaHUS CBOOOIHBIX AaMHHOKHUCIIOT
B POTOBOM CJIO€ SMUAEPMHCA, (DYHKIUS KOTOPBIX YAEPKUBATH BOMY, M KaK pe3yJbTaT MOBBIIICHHAS
CYXOCTb KOXH OOJIbHBIX BYJBI'APHBIM UXTHO30M.



Yacrora pacpocTpaHEHHOCTH B momnyJsmnuu coctaBisieT 1:250 (cpean moapocTtkos) u 1:5300
(cpemu B3pOCIOrO HaceleHHs), TakuM o0pa3oM, 3To Hambojiee 4acTo BcTpevaromasics (opma
UXTHO03a. My XUMHBI ¥ )KEHIIUHBI OOJICIOT OJJMHAKOBO YacToO.

Kiaunnyeckasi kKapTuHa

Bynbrapuslii HXTHO3 MOXET MPOSABIATHCA Cpa3y IOCIE POKICHUS MOBBIILIEHHON CyXOCThIO U
MEJIKOIUIACTUHYATHIM LIEeJIyIIEHHEM, HO OoJiee XapakTepHblii BO3pacT Haydana oT 4 10 6 Mec B BUJIe
CepoBaTO-0EIIbIX YelIyeK.

OCHOBHBIMU KJIMHUYECKMMHU IPOSIBIECHUSAMH 3TOH (OPMBI MXTHO3a SBJISIFOTCS BBIPAXKEHHOE
HIETYIICHWE KOXH, TIOBBIICHHAs CKJIAJ4aTOCTh JIAQJ0OHEW ¢ TOJAO0WB, (OJUTMKYISAPHBIN
TUIIEPKEPATO3.

Hlenymenue HanboIee BEIPAXKEHO HAa pa3ruOaTeIbHBIX MOBEPXHOCTIX KOHEUHOCTEH, MEHbIIIE
MOpPaKEHbl KOXKa CIMHBI U YKUBOTA, BOJIOCUCTOM YacTU TojOBbl. Yelyiiku B OCHOBHOM MEJIKHE,
TOHKHE, C BOJIHUCTBIMHM KpasiMH, UX LBET BapbUpPYyeT OT O€I0ro U TEMHO-CEpOro 0 KOPUUHEBOTO.
Ha koxe romeHedl uemyikud camble TEMHBIE U TOJICTBIE, IOJUTOHAJIBHONH (OPMBI, IIOTHO
npukperieHHble. OoNIUKyYIISIpPHBIA THIEpKepaTo3 B BUAE MEIKUX CYXOBAThIX Y3€JIKOB B YCTBAX
BOJIOCAHBIX (POJUTMKYJIOB HaOdrofaeTcsi Ha Koxke Oezep, Iuied, NpeAryieuud U ArOAMIl, MOXKET
TaK)K€ JIOKAIM30BaTbCsl Ha KOXE TyJOBUIIA, Juua. llpm mnampnanuu MOpaK€HHBIX OYaroB
OIPEEIAETCS CUHIPOM «TEPKUY.

JlanoHun ¥ MONOIIBBI MMEIOT IMOAYEPKHYTHIM PHUCYHOK, IMOBBIIIEHHYIO CKJIaJ4aTOCTh, YTO
IpuiaeT UM cTapyeckuil BuA. JIeToM Ha MOJOIIBAaX YacTO MOSIBJIAIOTCS OOJIE3HEHHBIE TPELIUHBI.
HorTeBble MIacTUHKU JIOMKHE, KPOLIATCS CO CBOOOJHOIO Kpas, MHOTJa Pa3BUBAECTCS OHUXOJIM3HUC.
Bonocel HCTOHYAIOTCS, CTAHOBATCS PEIKUMH.

OKCIIPECCUBHOCTh BYJIBIapHOTO MXTHO3a BapuabenbHa. BeTpewatoress aGopTuBHBIE (HOPMBI
3a00JeBaHMs, A KOTOPBIX XapaKTepPHAa CYXOCTb KOKM C HE3HAUUTEJbHBIM MIECTYIIEHUEM H
MOBBILICHHAS CKJIAYaTOCTh JIaJ0HEHN U MOJOIIB.

3a0oJieBaHNE XapaKTEePU3yeTCs:

1. Hanuuuem MXTHO3a y POJICTBEHHUKOB NAaleHTa | U 2 cTeNeHn poJCTBA.

2. llosiBneHneM KJIMHUYECKHX CHMIITOMOB Ha IEPBOM TOMAY JKU3HU (3-7 MECSIEeB) WIH MO3/IHEE
(mo 5 mer).

3. UeTkol C€30HHOCTBIO C yIy4IlIEHUEM B JIETHEE BPEMsS U YCUIIEHUEM KIMHUYECKUX MPOSBICHUN
B 3UMHHI NIEPUOJ.

4. Accommanueii ¢ aJuleprudeckuMu 3a00JIeBaHUSAME: OOJIbHbBIE BYJIbIapHBIM UXTHO30M CKJIOHHBI
K aJJIEpruuecKuM 3a00sieBaHUsAM U aTonuu. YacToTa coYeTaHUsl C aTONMUYECKUM JIepMaTUTOM
nocturaer 40-50%. Moryr OBITH OJHOBPEMEHHO TMPOSBICHUS OpOHXHAJIbHOW acTMBI,
Ba30MOTOPHOI'O pPHUHUTA, KPAMMBHUIBI. XapaKTepHa HENEPEeHOCUMOCTb psiia MHILIEBbIX
MPOJYKTOB U JIEKAPCTBEHHBIX MPENapaToB.

5. Acconpanmeil ¢ CONMYTCTBYIONIUMHU  3a0O0JICBaHUSAMU: Yy OOJIBIIMHCTBA  OOJBHBIX
PETUCTPUPYIOTCS 3a00JI€BAaHMSI JKEITYJI0YHO-KHILIEYHOTO TPaKTa M JKEITYEBBIBOAALIMX ITyTeH
(racTpuT, DSHTEPOKOJIUT, JUCKUHE3UM SKEITUEBBIBOAALIMX IMyTeil), pexe Halmonaercs
KPUNTOPXU3M MM TunoreHuTanusM (y 3% OosibHBIX). BosbHBIE CKIOHHBI K MHOKOKKOBBIM,
BUPYCHBIM U T'PUOKOBBIM MH(EKIUAM.

JInarnocruka
1. TTosnoxuTenpHBIN CEMENHBIN aHAMHES



2. XapakTepHas KIMHUYECKas KapTuHa

3. buoricust KoXu: yMEpEHHBIH TUIIEpKepaTo3 ¢ 00pa3oBaHUEM KEPATOTHUYECKUX MPOOOK B YCThIX
BOJIOCSHBIX (DOJUIMKYJIOB; HMCTOHUEHHE WJIM OTCYTCTBHE 3€pPHHUCTOTrO CiIosi. B nepme ckynaHble
NEpUBACKYJISIPHBIE JTUM(OTUCTHOLUTAPHBIE WHOUIBTPATHI, CalbHbBIE JKeJe3bl aTpo(UuUHbIE,
KOJIMYECTBO BOJIOCSIHBIX (DOJUIMKYIJIOB M TIOTOBBIX JKeJie3 HE M3MEHEHO.

4. DnexTpOHHas MHKpPOCKOIUSA: PE3KOe CHMKEHHME KOJUYECTBA IpaHyd KepaTOrMajnHa, HX
MEJIKME Pa3Mephbl, JIOKaJIW3alus y Kpas Iy4KOB TOHO(QHJIAMEHTOB; CHUXEHUE KOJIUYECTBa
IUTACTUHYATBIX TPAHYJI; €AUHUYHBIE 36PHUCTBIC SIIUTECINOLUTEIL.

JuddepeHunanbHbIA 1MarHO3
JuddepeHunanbHblil AUATHO3 BYJIBrapHOTO MXTHO3a CIEAYET MPOBOAMUTH C X-CLEIUIEHHBIM
UXTHO30M (CcM. Tab.1).

Jleuenue

Bribop TepameBTHUECKMX MEpONPUATHN 3aBUCUT OT BO3pacTa M COCTOSHUS MAlMEHTA.
YuuteiBas BapuaOENbHOCTh KJIMHUYECKUX TMPOSIBICHUN BYIBrapHOTO HMXTHO3a JieuyeHue
Ha3Ha4yaeTcs B COOTBETCTBUU CO CTENEHBIO BHIPAKEHHOCTH KIMHUYECKUX CUMOTOMOB. [Ipu nerkux
abopTUBHBIX (OpMax MOXKHO OTPAHMUYUTHCS HAPY)KHBIMH TIperaparaMd W OallbHEOJIOTHYECKHUMU
IpOoLEAYpPaMH.
Cucmemmnas mepanusi:

[Tpu BbIpaK€HHOM IIETYLUIEHUH U CYXOCTH KOXKM Ha3Ha4yaeTcs PETUHOJI, IpaKke, pacTBOpP IS
npuema BHYTpb (D) 3500-6000 ME Ha kr mMacchl Tela B CyTKU NEpOPaTIbHO B TE€UEHHE 7-8 HEZelNb, B
JAJIBHEHIIEM 103y YMEHBIIAIOT B 2 pa3a. MOXHO IPOBOANUTH IOBTOPHBIE KYpPCHI TEpANlUU YEpE3
1-4 mecsima [1-5].
banvneonoeuueckoe neuenue:

1. BauHbI cO crienuaibHBIMH MaclaMu JiIst IPUHATHSA BaHH U dMosteHTamu: (35-38° C) (D) [5].

2. Bannsl ¢ otpy0simu (38° C), mpopoimkutensHOCThIO 15-20 MunyT (D) [5].

3. Ilpu caHATOPHO-KYPOPTHOM JICYEHUN PEKOMEHIYIOTCS: CYIb(QHIHBIC BAaHHBI - TI0 YMEPEHHO-
uaTeHcuBHOMY pexumy (0,1-0,41/m), 36-37°C, mnurenbHOCTD mpoueaypsl 8-12MuH (Ha Kypc
12-14 BanH); KUCIOpPOIHBIC BaHHBI 1Mo aaBieHueM 2,6 klla, (36°C), mpoaoKUTEIIBHOCTHIO
10-15-20 munyt (D) [5].

4. Ob6uee ynprpapuoneroBoe odiayuenue (D) [1,4,5].

IIpornos

OTHOCHUTENBHO ONArONMpPUATHBIA. YIIydIlIeHHE COCTOSHHUS OTMe4arT ¢ 8-12 - TuierHero
BO3pacTa. B moapocTkoBOM M B3pOCIOM BO3pacTe, WU MPU HATMYUKM OJHOTO OOJIBHOIO POJUTEINsS
KIIMHUYECKHE TMPOSBIIEHUS, OOBIYHO, OrpPaHMYMBAIOTCA JIETKMM UIENylIeHueM, Hauboiee
BBIPQXECHHBIM B 00J1aCTH TOJICHEH.

X-CIHEIIVIEHHBIH HXTHO3
ITHOJIOTHS ¥ INHIEMHOJIOTHSA

X-cyennennviii uxmuo3 - PELECCUBHBIM, CHEIUIEHHBIH ¢ X-Xxpomocomon. OcHOBHOM
TEHEeTUYECKU JeheKT — MyTallid B TeHe CTEPOMAHOW Cyib(darasbl, C JOKycoM Ha Xp22.32.
CHuxeHue cTepouiHON cyib(ara3bl NPUBOJUT K OTIOKEHHIO B  SIUAECPMHUCE H30OBITOYHOTIO



KOJIMYECTBAa XOJIECTepUHA Cylbhara W PETCHIMOHHOMY THIEPKEPAaTo3y B  pe3ylbTare
IMOBBIIICHHOI'O CHCIIJICHHUA POrOBbBIX YCIITYCK.

UYacrorta pacnpoctpaneHHocTH B momynsiiuu coctaBiser 1:2000-1:9500. Boseror Tonbko
JiMia MYKCKOro IoJia. >K€HH_[I/IHBI ABJIAKOTCA TCTCPO3UTIOTHBIMHU HOCHUTCIbHUIIAMHA I[e(beKTHOFO
reHa, 0e3 KIMHUYECKUX TPOSIBICHHM.

Kinununyeckasi kKapTuHa
Pa3BuBaeTcs yale Bcero B T€UEHHE MEPBBIX 2-3-X MECSLEB I0CIE POXKICHHS, HHOI 1A cpa3y
10CJI€ POXJEHUS WIM B IEpBble Helenu *u3HU. KIMHMUYecKH, Kak CyXOCTb KOXHOI'O IOKpOBa

MEJIKOILTACTHHYATOE OeiecoBaToe MIieylleHne (B PEAKHX Cly4asX U , KaK KOJUIOJMEBBIH IUIOJ).

[To3xe Kk 4-6 Mec. MOSBISIOTCS CBETJIO- M TEMHO-KOPHYHEBBIC YEUIYHKHM Ha pa3ruOaTeinbHbIX

MOBEPXHOCTAX KOHEYHOCTEH. UelyiHku MMEIOT MOJMTOHATIBHYI0 (DOPMY M TUIOTHO MPHIICTAIOT K

MOBEPXHOCTU KOKU. 3aHsIsl TIOBEPXHOCTD IIEU U3-3a CKOIUIEHUS YEUIyeK MPHUOOpPETaeT «TPSA3HBIINN

Bu. CBOOOJHBI OT MOPAKEHUH MOAMBIILICYHbIE BIIAJUHbI, JIOKTEBbIE SIMKH U 00JIACTh T'€HUTAIHH.

OTnu4UTEeNbHOM 0COOEHHOCTBIO OT IPYTrUX (POPM UXTHO3a SBJIAETCS 340pOBasi KOXKa JIMLA U KUCTEH

IO TUITY «II€PYATOK» U «HOCKOB». [HIepimHeHHOCTD JaloHel U MPepaciooKEHHOCTh K aTOUU

OTCYTCTBYIOT.

3a0oJieBaHNE XapaKTEPU3YeTCs:

1. Hanmuunem wuXTHO3a Y POJCTBEHHUKOB MalMeHTa 1 U 2 CTENEeHH pOACTBA. bBOJEIOT TOJIBKO
JUIa MYXXCKOro mnoja. JKeHIIUMHBI SBISIOTCA FeTepO3UTOTHBIMUA HOCUTEIbHUIIAMH J1€(DEKTHOTO
reHa, 0e3 KIMHUYECKUX TPOSIBICHHM.

2. TlosiBjIeHHEM KIMHUYECKUX CUMIITOMOB C POXJIEHUS MJIH C IEPBbIX MECALEB )KU3HH.

3. CnaloBbIpaXXEHHOM CE30HHOCTBIO, OJHAKO, OOJIBIIMHCTBO OOJBHBIX OTMEYAeT YIydllIeHHe
JIETOM.

4. OTcyTcTBUEM accolMaluil C aTONWYECKMM JEepMAaTUTOM W PECHUpPAaTOpHON aisepruent y
00JIbIIMHCTBA OOJIBHBIX.

5. IlomyTtHeHneMm poroBullsl 0e3 HapymeHus 3peHus (y 50% 0601bpHBIX), kpunrtopxuzmom (y 20%
OOJIBHBIX).

6. Moset accoruupoBatbest ¢ cuaapomMom Kamnmana (KALI, Xp22.3) , 11 KOTOPOro XapakTepeH
TUIIOTOHAJOTPOIHBIN TMIIOTOHAIN3M U aHOCMUS

JAnarnocruka
1. IlpenaranbHas AMArHOCTHKA
2. buoricust KOXXu: BhIpa)KEHHBIN THIIEPKepaTO3, 36PHUCTHIN CIIOM 0OBIYHO cierka yToieH (10 3-
4 paIOB KJIETOK), YMEpPEHHBIM aKaHTO3,  MEepUBACKYJSPHbIE  JUMQOTUCTHOLUTAPHbIE
UHQUIBTPATHI B IEPME.
3. DJeKTpOHHAsT MHKPOCKOITHSI: B 3€pPHUCTOM CJIO€ KOJIMYECTBO KEPATOTHAIMHOBBIX T'paHyJ HE
M3MEHEHO, OHM OOBIYHOM BEJIMYUHBIL;, COJIEPKaHNE TUIACTUHYATHIX IPAaHyJl CHUKEHO.

JuddepeHunanbHbIA 1HATHO3
[TpoBoAAT ¢ ByabrapHbIM HXTHO30M (cM. Tab.1).

Jleuenune
Hapyocnas - cumnmomamuueckas mepanusi GHALOSUYHO 8)I1beAPHOMY UXMUO3Y.
Cucmemnas mepanusi:



— pemunol, npaxe, pactBop st npuema BHyTph (D) 6000-8000 ME Ha kr Macchl Tena B CYyTKH
NepopajbHO B T€UCHHE § HeleNb, MMOAJIEPKUBAIOIIAs 1032 TaKXKe SIBJISIETCS [0 BO3MOXHOCTHU
HU3KoM [1,4-6]. MOXHO MPOBOJUTH MOBTOPHBIE KYPChl TEpAMU PETUHOJA NaIbMUTATOM
yepes 3-4 mecsiia.

— ayumpemun, xancyinsl (D) 0,3-0,5 Mr Ha Kr Macchl Tejla B CYTKH IIEpOpPAlbHO ¢ 00mIei
MPOJODKUTEILHOCTBIO Tepanuu HEe MeHee 6-8 Helenb, C IMOCTENEHHBIM CHUXKEHHEM J103bl
BILUIOTH 10 MUHHUMaJIbHO 3 dexruBHOii [1-7].

IIpornos

brnaronpusTHBINA ISl KU3HU, OJHAKO, OOJBHBIE HYKIAIOTCS B MOCTOSHHOM JIHCIIAHCEPHOM
HaOJII0IGHNH iepMarosiora, oTaJbMoJiora CTOMAToJIora, TeparneBTa U3 — 33 YacTOro HalU4dus
COMYTCTBYIOIIEH MAaTOJIOTUM, TaKOM Kak MOMyTHeHHEe poroBullbl (50% mnaiueHToB), aHOMAJIUU
roHan (24% kpunrtopxusm/Oecmonue). bonee penkue accoruanuu: 3aJepiKKa MCUXUYECKOTO
pa3BUTHSI, AIUIa3Usl TIOYCK, HUCTArM, THIIEPTPO(MUIESCKHUN CTEHO3 IPUBPATHUKA.

H30/INPOBAHHBIE BPOK/[EHHBIE (HE CHH/IPOMAJ/IbHBIE) HXTHO3bI
AyTOCOMHO-PEIIECCHBHBIE  BpPOXKACHHBIE HWXTHUO3BI, dSNUACpMOIUTHYECKHE (OyIuie3HbIe
UXTHO3bI) U JIBa «OCOOBIX» HXTHO3a: UXTHO3 ApJEKMHA M CUHAPOM OTCIAUBAIOLICIHCS KOXHU
(MUIMHT-CUHAPOM).
BHe 3aBUCHMOCTH OT 3THOJIOTHH JETH C BPOXIECHHBIMH HMXTHO3aMH HMEIOT PSJI CXOXKHX
KJIMHUYECKUX MPU3HAKOB!
e Konnoouesuonwiti pebenox. Y nereil ¢ namesUIsipHON (IIacTUHYATON) GOpMON UXTHO3a U C
HeOyIIe3HOH (opMOl BPOXKIEHHON MXTHO3H(DOPMHOM SPUTPOJCPMHUH TeJI0 Tpu poxkaeHnH B 80-
90% cny4aeB MOKPBHITO TOJICTOM KOJUIOAMEBOM 000sI04KOi, HamoMuHaromeil nemiogpan. B 30-
40% cnyyaeB KOJUIOJWEBBIH IJIOJ BCTpeyaeTcs OpU JPYrux Qopmax uxTuo3a (CHHIPOM
Hlerpena-Jlapccona, tpuxornoauctpoduu, cunapoMm Konpaau-XioHepMaHa, CHHIpOM Xosi-
VYamica) unu Apyrux 3a0ojeBaHUAX, TaKUX Kak Oosne3Hs ['omre (tun 2, uHdantmwisHas Gopma) B
OCHOBE IMAaTOreHe3a KOTOpoil — aeduuuT rimoko3uinepamuI-B-raoko3uaassl. B 10% ciydaes y

KOJUIOJMEBBIX JIUTEH MUKPOCKOMUYECKHUX MPU3HAKOB UXTHO3a OOHAPYKUTh HE Y/IAaeTCs U KOXKa B
ManbHENIIeM MpuoOpeTaeT HOPMAJIbHBIM BHEIMIHWN BHI («IETH C caMOpa3pelIaroiecs
KOJUIOZAMEBON 000JI0YKOI/TIJIaCTUHYAThI MXTHO3 HOBOPOXKIEHHBIX). llpu poxkaeHun wiam B
TEYEHHE MEPBBIX JHEHW IMOocie POXACHUSA KOJUIOAMEBas 000JOYKa pa3pblBaeTCsi U B TEUEHUE
HECKOJIbKUX HEJIENIb YCUIIEHHO OTTOPraeTcsl.

o Dxmponuon u sx1abuym. Y CUJICHHOE HaTsSHKEHHE CHayala KOJIJIOJUEeBO 000JI0UKH, a 3aTeM
U YTOJUIEHHOM THUIEPEMHPOBAHHOM KOXM CO3Ja€T YCWICHHE TITHM B NEPUOPAIBHON U
NepuopOUTaNbHOM 007acTAX, YTO MPHUBOAUT K TOSBICHHUIO HKTPONMHMOHA (BBIBOPOT BEKa) M
sKiabuyma (BBIBOPOT ry0). B ciiyuae kosmoaueBoro miojia BRIBOPOT BEK MaKCUMAaJIbHBIN 1OCIe
POKIEHMS U B TeUeHHE 4-6 HENleIb MPAKTUUECKU TIOJTHOCTBIO PETPECCUPYET.

e Opumpodepmusa. I'unepemusi ¢ UHQUIbTpALMEH U MIETYIIEHUEM KOXKH, KOTOpasi OXBaThIBAET
710 90% KOXHOTO0 NOKpOBa

o  Veposa euno-leunepmepmuu. Y HOBOPOXKICHHBIX OOJBIIYI0 OMACHOCTH TMPEICTABIISCT
noTepsi TerJja, a B 6ojee Mo3JHIe CPOKH, KOTJa MPOUCXOIUT 3aKyIOpPKa YCThEB MOTOBBIX JKele3
POTrOBBIMH ITPOOKaMM BO3PACTAET OMACHOCTH IEPETPEBAHUSI.
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Aymocomno-peyeccugnule 8poxHcoeHHble UXHUO3bL

OOumM 111 HacIeTyeMbIX IO ayTOCOMHO-PELIECCHBHOMY MPU3HAKY BPOXKICHHBIX UXTHO30B
ABIIICTCS dpumpooepmusi, KOTopasl MpOSIBISIETCS YKe ¢ poxaeHus. HecMoTps Ha pasnuuHble
TeHOTHIIBI 3Ta TPYIA UXTHO30B 00ObEIMHEHA 0] HA3BAHUEM «IAMEIISIPHBIE UXTHO3BD».

ITHOJIOTHS ¥ INUIEMHOJIOTHSA

B ocHoBe rpynnbl pEeHOTUNUYECKH CXOXKHUX 3a00J€BaHHM JIeKaT pa3inyHble TeHOTUIbl. Bo
BCEX clydyasx Je(eKTHbIe TeHbl YYacTBYIOT B 00ECHEYeHHH LEJIOCTHOCTU HHHUAEPMAIBHOTO
Oapbepa. Yamie Bcero BCTpeyaroTCs MYyTallMM TeHa, KOTOPBIA  KoaupyeT  (epMeHT
TpaHCIIIyTaMUHA3y KepaTUHOIMTOB (xpomocoma 14qll) yrto, B CBOIO ouepelp, MPUBOIUT K
CTPYKTYPHOMY HapyUICHUIO KJIETOK POroBoro cios. Bropas mo yactore myranus — 3aTparuBaeT
TeH TPaHCMEMOpPaHHOTO Oellka, KOTOPHIA y4acTBYeT B TPAHCIOPTE JUMHUAOB B IUIACTUHYATHIX
tenpiax. OcTalbHble ACPEKTHBIC TEeHBI, KOTOPHIE BCTPEUAIOTCS TNPH AyTOCOMHO-PELECCUBHBIX
BPOXKICHHBIX HMXTHO3aX, KOIUPYIOT pPa3JIMYHbIe TPAHCIOPTHBIE OeIKU U (HEepMEHTHI, KOTOpHIE
CUHTE3UPYIOT JIMIUIHBIE KOMIIOHEHTHI POTOBOTO CIIOS.

3a0oneBaeMOCTh B TMOMYMSALMUA  Pa3NUYHBIMU  (opMaMu  ayTOCOMHO-PELIECCUBHBIX
BPOXJEHHBIX UXTHO30B cocTapisieT npumepHo 1:100 000.

Heoynne3nasa epoicoennan uxmuozughopmuasn 3pumpooepmus
ITHOJIOTUS U MHIeMHUOJIOTUS

Ot0 3a007I€BaHUE C MPEUMYIIECTBEHHBIM ayTOCOMHO-PELECCHUBHBIM THIIOM HACJIEOBAHUSI.
WUnentuduuupoBansl cueruieHus ¢ jgokycamu 14q11.2 m 17pl13.1 (Myraumu pa3ivyHbIX T'€HOB
JMIOKCUTHHA3BI (apaxuIoHaT-12-1UoKCUreHas3bl, apaXu0HaT-TUIIOKCUT€Ha3bl 3).

Yacrora Bcrpeyaemocty B nomyssinuu 1:100 000 go 1:20 000.

Kinnuyeckasi kKapTuHa

KnuHuka BpOXKIEHHBIX HMXTHO3U(OPMHBIX 3pUTpOJEepMHI — rereporeHHa. (OCHOBHBIM
CUMITOMOM SIBJISIETCSl BPOKICHHAsl T€Hepa3u30BaHHAs 3pUTpoAepMus ¢ menymeHueM. CHavana
YEIIyHKN CBETJIbIE U MEJIKOIUIACTHHYAThIE, TOCTEIIEHHO B Ipoliecce 3a00JI€BaHUsl OHU CTAHOBATCS
0oJiee KpYIMHBIMHU M TEMHEIOT.

B 80-90% cnyuyaeB aeTu pokaaroTcs, Kak KOJJIOJUEBBIH peOeHOK (MOKPBITHI KOJUIOANEBOH
poroBoif  06050ukoit). VHTEHCUBHOCTb JPUTPONEPMUU U  BBIPAKEHHOCTb OSKTPOIHOHA —
BapuabenbHbl. Yaie BCero MOXHO YBHUIETH JIaJOHHO- IOJOUIBEHHBIM THIIEPKEpaTo3 pa3IUuHON
CTETEHU BBIPAKEHHOCTH. CHCTEeMHOM CHUMOTOMATHKM — HET. YMCTBEHHOE pa3BUTHE peOeHKa
OOBIYHOB TMpenerax HOPMbI, OJHAKO, OCOOEHHO Ha MEpPBOM TOJYy >XU3HH, BCIEACTBHE YacTOIrO
JUIUTETILHOTO JIEYEHUsI, HapyUIeHHUs] MPOLECCOB TEMJI00OMEHA, MOTYT BCTpEYaThCsl OTCTAaBaHUS B
pocte u GpuU3nIeCKOM pa3BuTHH pebderka. [36,37]

J{marnocruka
1. buonicust KOXHU: OOHApPY)KMBAaeTCS aKaHTO3, THIEPKEpPaTo3 U, KaK MPU3HAK YCUIECHHOU
npoaudepanuy — pacipocTpaHEHHBIN apaKkepaTos.
2. MonekynsipHO-TeHETHUECKHI aHaIn3

JAunddepeHuunajbHblii JUATHO3
[TpoBOIAT C MITACTHHYATHIM HXTHO30M (CM. Tab.1).
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Jleyenne

[IpoBoauTCsT ~ KOMIUIEKCHAsl Tepamusi ¢ MPHUBJICYCHUEM TIeAUaTpoOB, O(TaIbMOJIOTOB,
OTOPHHOJISIPUHTOJIOTOB W JIp. HapykHas Tepanus MTpPOBOJUTCS CHMIITOMATHYECKH, BKITIOYACT
YBIIQXKHSIOIIUE CPEJICTBA U KEPATOTUTHKH.

Cucmemnas mepanus

B kpaiiHe TSKENBIX CIy4asx, Ha4duMHasg Cco 2-3-T0O  Mecsia JKHU3HH, BO3MOXKHO
KpPaTKOBPEMEHHOE NMPUMEHEHHE AallUTPEeTHHA, Y JIeTeld HeoOX0AMMO BHIOpaTh Hanboliee HU3KYIO
s dexTuHytO 103y. B cpeanem, ona o6praHo coctasisier 0,3-0,7 Mr/kr Macchl Tena.

CucremHas Ttepamusi Hambosiee 3(pQeKTHBHA, OJHAKO BEIUK PHUCK PA3BUTUS TMOOOYHBIX
3 eKToB, Naxe MOA KOHTPOJIEM OHOXMMHUHU KpPOBH, OJHAKO TpSMbIe U TOOOYHBIE APPEKTHI
PETHHOUIOB OOpaTUMBL. PeTHHOHIBI OKa3bIBAIOT BBIpAKEHHBIM 3((deKkT Ha TrumepkepaTo’
BBIBOPOT BEK, OJJHAKO HE BIHSIOT HA SPUTPOICPMHUIO.

Bosmooicnvie nobounvie s¢hghexmor om cucmemHwvix pemuHoudos:

- MPAKTHYECKH Yy BCEX TMAlMECHTOB PAa3BHBACTCS CYXOCTh KOXKH W CIU3UCTBIX, YTO TPEeOyeT
MOCTOSIHHOTO TPUMEHEHHUSI Maseid, B TOM 4YHCIe AJi1 HOca M TJa3. YBEJIMYMBAETCS PUCK Pa3BUTHUS
MUOTCHHBIX TPAHYJIEM U TAaHAPHUIIUEB.

- BO3MOXHO pa3BUTHE JU(GGY3HBIX THUIEPOCTO30B, OOBI3BECTBICHUE  IEpEIHEH
KpecTooOpa3HOi CBA3KH, oOpa3oBaHue ocreoduToB. Takue M3MEHEHUS BCTPEUAIOTCS TAKXKE U Y
MOJIPOCTKOB, HE NMPHHUMABIIUX PETHHOUJBI, MMO3TOMY HEOOXOIMMO TPOBECTH PEHTTEHOTrpaduio
CKeleTa /0 Hadalla TepalmuH, C MENbI0 IMOCISAYIOIEr0 MOHUTOPHHTA Pa3BUTHS BO3MOXKHBIX
1000YHBIX AP(PEKTOB TEPATUN CUCTEMHBIMH PETUHOUIAMH.

- IOBBIIIIEHHE aKTUBHOCTH TpaHcamuHa3 [22].

Qbcnedosanue 00 Hawanra mepanuy OOJIHCHO BKIOYAMD:

- PpEHTTeHOTrpaMMbl JIUHHBIX TpPyO4aThIX KOCTEHl © OOKOBBIE PEHTICHOTPAMMBI
MMO3BOHOYHUKA;
- 00muMii aHamu3 KPOBM, TPAHCAMHHA3bI, CHIBOPOTOUYHBIC JHUMHUIBI, MOUYEBHHA, KPEATUHHH,
AIIEKTPOJINTHI, OOLINI aHATU3 MOYH.

B npouecce neuenus neob6xooumo konmpoauposams.

Bce nepeunciienHbie aHATN3bI TOBTOPSIIOT KaK/ble 2-4 HEeIH B MepBbIe 2 MecsIa TeparuH,
3aTeM KaKIble 3 MecsIa.

IIporuos
[IporHo3 pa3nauuHbli, 3aBUCUT OT (GOpPMBI UXTHO3a. B paHHEM Bo3pacTe COCTOSIHHE

APUTPOJEPMHUH — ITO MOTEHUHUAIBHO YIPOKAIOILIEe JUIS KU3HU COCTOSHUE: M3-3a TEIJIONOTEPU Y
HOBOPOJXKJEHHBIX MOXKET Ppa3BUTbCSI MO3IOBOE KPOBOM3IUSHHUE, MOTEPS JKUIKOCTH OIAacHa
pasBUTHEM O00€3BOXHBAHUSA, TMIIOTEH3UH, CYyJOPOT U IIOKA, BBICOK PUCK PAa3BUTHUS BTOPUYHOTO
UHOGUIHUPOBaHUS (HEJOHOUIEHHOCTh peOeHKa, TPELMHBI B KOJUIOAMEBO 000JI0UKE , KaK BXO/HBIE
BOpPOTA JUIsl HHPEKIUN).

Jlamennapusie (n1acmunuameole) UXmuo3vl
ITHOJOrHS M FIHAEMHOJIOT U
Y NOJOBHMHBI NAIMEHTOB OTMEYAETCs MyTalMsl TeHa TpaHcriayramuHasbl 1(14q11.2); tun
HACJICIOBaHMsI y OOJBIIEH YacTH ayTOCOMHO-PELECCUBHBIN, HO BO3MOXEH H ayTOCOMHO-
JOMHHAHTHBIA THIT HaclenoBanus. Yacrora Bcrpedaemoct B momyisiiuu 1:200 000 go 1:300 000.
O0a mosa mopaxaroTcsi OJUHAKOBO.
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Kiaunnyeckasi kKapTuHa

Kak reneTnuecku, Tak W KIMHUYECKHU, JAMEUIAPHBIE MXTHUO3bl — HE OJHOPOAHAS TpyIIa
3aboneBanuid. 80-90% neteil poXKIAIOTCS, KaK «KOJUIOAUEBBIN mioay. Koxa, koTopas oOHaxaeTcs
[OCJ€  OTXOXAEHUS POroBOM  00OJIOYKM MeHee TUIEepEeMHpPOBaHHAs, HO  OTMedaeTcs
reHEepaIM30BaHHOE IUIACTMHYATOE IIEJYIIEHHE, OJHOBPEMEHHO C KOTOPbIM 0053aTEelIbHO
HaOJIroaeTcsl  JIaJAOHHO-TIOAOIIBEHHBIM  I'MIIEPKEpaTo3, KOTOPBIM  SIBJISIETCS  IOCTOSIHHBIM
KJIMHUYECKUM NPU3HAKOM 3a0oseBaHus. Yelmyiku Ha Iiakold Koke OObIYHO MENIKHE U CBETIIBIE,
Ha TOJICHSX KpYIHbIE, 00pa3yIoT IUIACTUHYATOE IIETyIIeHHe. Y HEKOTOPhIX OOJIbHBIX HAOII0AAETCS
negopmanusi YIIHBIX pakoBUH. OOs3aTeNbHBIMH COMYTCTBYIOIMMH (EHOMEHAMHU SIBISIFOTCS
SKTPOMHOH, IKJIA0MOH, TPEHIMHBI, KOHTPAKTYphl M TUCTpOo(HUU HOITEH, TsHKenas pyOLyromascs
ayionenys, 0co0eHHo 1o nepudepun ckaiabna. MHOTHE AeTH BHaYajle OTIIMYAIOTCS MaJbIM POCTOM,
HO TIOCTETICHHO HAaroHAIOT CBEPCTHHUKOB. IlIpM3HAaKoB cHUCTEMHOTO 3a0o0jeBaHHUS — HET.
[Icuxuyeckoe pa3BUTHE B IIpeeaax HOPMBI.

3aboseBaHue XapaKTepU3yeTCst:

1. Hanuuuem uxTHo3a y pOJCTBEHHHUKOB MalMeHTa 1 U 2 cTeneHu pPOACTBa.

2. llosiBneHHEM KIMHMYECKHX CUMITOMOB C POXJIEHHS: IO POXKIACTCSA B KOJUIOMTHON IJIEHKE
WIA COCTOSIHUU TE€HEpaIU30BaHHOU IPUTPOAEPMHUH, 3aTeM K 6-7 MecsalaM I0Cie POXKIACHUS
pa3BUBAETCs FE€HEPATN30BAHHOE IIIACTUHYATOE ILETYIIEHUE.

3. OtcyrcTBUEM HApPYHICHUH (PU3UYECKOTO U TICHXHYECKOTO Pa3BUTHS y OOJIHHBIX.

4. OTCcyTCTBUEM CE30HHOCTH.

JAnarnocruka

1.buoncus KoXu: TUIEPKEpaTo3, OYaroBbI MapakepaTo3, akaHTO3, YTOJIIEHHEe MeCcTaMu 0 5
pPANOB 3EPHUCTOrO CJIoA. B mmMmoBaroM cioe - O4YaroBbIM CIIOHTMO3. BocmanurenbHble
U3MEHEHHUS B JIEpME YMEPEHHO BbIpaskeHbl. CalbHO-BOJOCSHBIE (POJUTMKYIBI aTpoUUIHbIe, UX
KOJMYCCTBO YMCHBIICHO, ITOTOBBIC KEJIC3bl HC N3MCHCHBI.

2. MonexkynsipHO-TeHETUUECKOE UCCIIe0BaHNE

3. 3J’[€KTp0HHa${ MI/IKpOCKOHI/ISI: BBIIBIISIETCS MeTaboInYecKass akKTHBHOCTD SIIUTCIIMOIIUTOB, O UEM
CBHUIACTCIIBCTBYCT YBCIIMYCHUC YHUCIIA MI/ITOXOH)IpI/Iﬁ u pI/I6OCOM B UX OUTOILIIa3MeE. B kieTkax
pPOTOBOr0 CJIOS BBISIBISIOT MHOTI'OUYHCIICHHBIE JIMIIMIHBIE BKIIOUECHUS, B MEKKIETOUYHBIX
MIPOMEXKYTKAX — MHOTOYUCIIEHHBIE TIJIACTUHYATHIEC TPAHYJIbI.

JuddepeHunanbHbIA 1HATHO3
JlamennsapHble UXTHO3BI TU(PEPEHIUPYIOT, B OCHOBHOM, OT HEOYJJIE3HOW BPOKICHHOU
UXTHO3U(DOPMHOM 3puTpoAepMun (cM. Tadbmuiy 1).

Jleuenue

Ayumpemun, xancynel (D) 0,3-0,5 Mr Ha Kr Macchl Tella B CYTKH MEPOPAIbHO C
MOCJIEIYIOLIUM TOAICPKUBAIOIINM JICUEHUEM C YMEHBIIEHHEM J103bl Ipemnapata B 2-3 pasa.
JnutenbHOCTh Kypca JieueHuss — oT 2-3 mecsueB 10 roaa [1-8]. Ilpu oTmeHe leueHus penuauB
BO3HUKAET B cpelHeM uepe3 6 Henenb. CoueTaHHe CHHTETHYECKHX PETHHOUIOB ¢ (hoToTepamnuen
noBbImaeT 3 HeKTUBHOCTH Jieuenus [2,5,46,56].

IIporunos
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JlamennapHBIN UXTHO3 TsDKENIoe 3a00JIeBaHNe, TPOTEKAIOIIEe MPAKTHIECKH 0€3 pEMUCCHU B
TEeYEHUE BCEU KU3HMU.

bynnesnvie (Inudepmonumuueckue; KepamuHONAmMu4eCcKue) uxmuo3l

K Oymie3sHblM HMXTHO3aM  OTHOCSAT  BPOXKACHHYIO  OYyJ/UIE3HYIHO  HMXTHO3U(DOPMHYIO
SPUTPOJAEPMHUIO, UTTIUCTHIN MXTHO3 KypTa-Maknuna u Oysie3Hsiit uxtro3 tuna CuMeHca.

OO6muM [1st BceX OyIJIe3HBIX MXTHO30B SBIISETCS MYTAallUd T'€HOB KEPaTHHA, YTO BBI3BIBACT
BaKYOJIbHYIO JIETEHEPALIMIO 36PHUCTOTO U BEPXHETO HIMIIOBATOTO CJIOEB SMUEPMHCA, YTO IPUBOIAUT
K 00pa30BaHUIO MIOBEPXHOCTHBIX My3bIpeit [41].

XapKTepHO TO, YTO IJIACTUHYATHIC TEJbI[A MPU 3TOM HE MOTYT BBIJACIUTH CBOM JIMIHUJbBI B
MEXKJIETOUHOM MpocTpaHcTBO. C  yBEIMUYEHHEM TOJIIMHBI SMUJEPMHUCA CKIOHHOCTh K
00pa30BaHUIO Iy3bIPEH YMEHBIIIAETCS.

Bpooiwcoennaa  Oynnesnasa  uxmuosugpopmuas  Ipumpooepmun  (3NUOEPMOIUMULECKUL
eunepkepamos, bonesnv bpoxa)

ITHOJIOTUS M IH/1eMHO0JIOT Ul

Hacnenyercs ayrocOMHO-IOMHHAHTHO. B OCTanbpHBIX Cilydasix B POJOCIOBHBIX HUMEIOTCS
TOJIBKO 110 ogHOMY npobany. Unentudunuposano creruienne ¢ mokycamu 12q11-13 u 17q12-921
(myTanuu kepatuHoBbix reHoB K1 u K10).

Yacrota pacnpoctpanenus B nomnyssauuu 1:300 000.

Kinnuyeckasi kKapTuna

JletTn poxaaroTcs B COCTOSHUM SPUTPOAEPMHUU U OOIIMPHBIMU 3PO3USMHU, YTO MO3BOJISET
3aMo/I03pUTh OYJUIE3HBIH SMUAECPMOIN3 MIM CHHAPOM OOOXIKEHHOH KOXH, BbI3bIBAEMBIN
crapuimokokkoM. HecMoTps Ha  HamuuuMe TUIEPKEPAaTO30B, OTMEYAETCsl  MOBBILICHHAsS
TpaHcanuaepMaiabHas noreps Bojabl. Ilocne mnepBoro-BTroporo rojga KHU3HU CKIOHHOCTh K
00pa30BaHUIO My3bIPEl HECKOJIBKO yMEHbIIAeTcs. Y ManueHTa oOpa3yercsl KpyInHOIJIaCTHHYATHIN
TUTIEpKEpPaTo3, KOTOPBIM H3-3a JIMHEWHOW HAMOMUHAIONMIEH IIUIBI (OPMBI, HATIOMHHAET HIJIBI
quKooOpas3a, M3-3a ATOrO €ro Ha3bIBAIOT MIroJibYaThiM HMXTHO30M. W B paHHMI mepuoa u B
JlaNbHEeHIIeM cOXpaHseTCs MOBBILIIEHHAs! CKIOHHOCTD K CyNepHH(EKIHAM.

B o0macty KpymHBIX €CTECTBEHHBIX CKJIAJOK (KOJIEHHBIX, JOKTEBBIX, JYy4e3alsCTHBIX MU
TOJICHOCTOMHBIX CYCTaBOB, Ha MIEWHBIX CKJIaJKaX, B OOJACTH  TOJMBIIICUYHBIX BIAIMH)
HaOJroaeTcsl  TUIEpKepaTo3 ¢  KPYNHOIUIACTMHYATHIMM ~ POTOBBIMH  KPOIIKOIOJOOHBIMU
obpazoBanusimMu. Ouaru rumnepkeparosa 6yporo, 6ypo-uepHoOro win rps3Ho-ceporo 1sera. Ha ¢one
TUIepKepaTo3a MepBOHAYATILHO MOSBIAIOTCS MY3BbIPH C CEPO3HBIM COAECPKUMBIM U MOCIIEIYIOIIUM
NpPUCOEANHEHNEM BTOPUYHON MHPeKuu. OJHOBPEMEHHO OTMEYAaeTCs MOBBIIIEHHE TEMIEPaTyphbl
Tela U yBEJIMYEHUE PErHOHApHBIX JUM(paTHYecKuX y3ioB. [Ipu oTTOpKEHHH pOTrOBBIX HACIOCHHM
OCTalOTCAd JPO3MPOBAaHHBIE OYarM C 3aMETHBIMH COCOYKOBBIMU pa3pacTaHUsIMU. XapaKTepeH
HEMPUATHBIN 3amax M3-3a 4acTOro MPUCOEIUHEHHUs BTOpUYHOW MH(ekuuu. B rpyaHom Bospacrte
UHQEKIMY MOTYT MPUBECTH K CETICUCY U JIETAIbHOMY UCXOY.

3aboseBaHue XapaKTepU3yeTCs:

1. Hanuumem wxTHO3a y pOACTBEHHUKOB ManieHTa 1 1 2 CTeTeHn poJICTBA.
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2. IlosiBneHHEM KIMHUYECKUX CUMIITOMOB C POXAEHUS: IIPU POKICHNUN KOKa peOEHKa BBIMIIAIUT
MalEepUpOBAaHHOM, BCKOpE IIOCIIE POXKJIEHUS KOKa CTAHOBUTCS CyXOH, a Ha KpYIHBIX
€CTECTBEHHBIX CKJIaJIKax - OrpyOeBIIel U KPYIHOCKIIaA4aTOM.

3. Ce30oHHOCTBIO: 00OCTpeHHME 3a0ojeBaHuss C Oy/UIe3HOM peakiued W TMOCIEAYIOIIUM
nprCcOeANHEHUEM WH(GEKIMH 0OBIYHO HAOII0AeTCS OCCHBIO M BECHOM.

JInarmocruka

1. buoricust  KOXKH: DOUACPMOIUTHYCCKUN THUIEPKEpaTo3, KOTOPBIM BKIKOYAET B ceOd
BBIPDOKCHHBIA THIIEPKEPATO3, a TakKe BaKyOIbHYI0 M 3€PHHUCTYIO JTHUCTPOPHUIO KIIETOK
3€pHUCTOTO CIIOSI M KJIETOK BEPXHHX PSAOB IIUMOBATOTO Ciosi. Pe3ko 6azouiabHBIC TPaHyIIbI
KepaToreajinHa BBITTISIAT CIUMIIUMUCS, ¢ TPyOBIMU OYepTaHUSMH. SIBHBIE ITy3bIpH MOTYT He
OTIPENeNAThCS, OJHAKO OOBIYHO HMMEIOTCS ILENEBUAHBIE IE(PEKTHl BCIEICTBHE HAPYIICHHS
cBsI3ell MCKAY CUJIBHO BaKYOJMU3UPOBAHHBIMU KIJIICTKAMU B BEPXHUX CJIIOAX SIMUACPMHUCA.

2. DIEKTPOHHAss MUKPOCKOIIHS: BBISBIIACTCS arperaius TOHO(UIAMEHTOB 110 nepudepun KIEToK,
HapyllIeHa CBA3b TOHO(PWIAMEHTOB C JIECMOCOMAaMH, B KJIETKaX 3E€PHUCTOrO CJIOS KpOMeE
CKPYYEHHBIX TOHO(PUIAMEHTOB B  OOJNBIIOM KOJIWYECTBE ONPENEISIIOTCS  TpaHyJbl
KeparoreajrHa.

3. HeoOxomuM  TOCTOSIHHBIA ~ MOHUTOPHHI COCKOOOB C KOXH Ha (GIopy ©  TUTP
AHTUCTPCIITOJIM3HHA.

JudpdepeHunanbHbIN 1MATrHO3

[IpoBOIAT ¢ curOpomom cmaghuiokokKoBol 060HCIHCEHHOU KodcU — NEOIOT TOCIe 04aroBOi
THOMHOM  MHGEKIUH,  TIeHepalu30BaHHOE  00pa3oBaHME MIOBEPXHOCTHBIX  ITy3BIpEH,
IpeKpalarolieecs 4Yepe3 HECKONbKO JHEH, penuauMBOB, Kak MpaBwio, He ObiBaeT. Her
TUIepKepaTo3a

bynnesnwiii snudepmonus — HeT TUIIEPKEPATO30B, MY3bIPH HA PA3HBIX yYaCTKaX KOXKH, 1E0I0T C
poxaeHusi, dYacto JedeKTbl HOITEeBBIX IJIacTUH. I[IpoBOAST HMMMYHOTMCTOXMMHMUYECKOE
TUIIUPOBAHUE.

Toxcuyeckutl 3nUOepMAlbHLIN HEKPOIU3 - TIEPBUYHO BHE3AMTHO BO3HMKIINAS KOPENOoJo0Has
HK3aHTEMa/IPUTPOJEPMHUS, BTOPUUHO - OTCIIONKA anuaepMuca. [ MCTOIOTHIecKH — 3MuiepMaTbHbII
HEKpPO3 U My3BbIPH PacIoyiaratoTcs Moj 0a3albHbIM CIOEM

Hxmuo3z uenucmoni Kypma-Maxnuna — HET 5pO3UHA, MAaCCUBHBIM UIIMCTBIA T'MIIEPKEPATO3.
['ncronornueckn — OTCYTCTBUE SMUIEPMOIHN3A

HUxmuosz 6ynnesuwiti Cumenca — yMEpPEHHBI THIIEpPKEpaTO3, 3PO3UU BBIPAXKEHBI Cl1abo.
I'ucTonrndecku — 3MuIepMOIIN3 TOJIBKO B BEPXHEN YaCTH IIUITOBATOTO CJIOS U B TPaHYJIE3HOM CJIO€.

Jleuenue

Br160op MeTo/1a Tepanuu HapsIMyIO 3aBHCHT OT BO3pacTa MalyeHTa:

Pannuii epyownoii 6o3pacm — B ATOT TEPHUOJ, OYEHb BEITUKAa BEPOSTHOCTh BO3HUKHOBEHHUS
cynepuHGEKIUd U XapaKTepHbl OONIMPHBIE DPO3UU, B CBSI3U C JTUM JETH HYXIAIOTCSI B
WHTCHCUBHOM  MEIUIIMHCKOM HAONIOJACHHM U KOHTpose. YacTo TMOKa3aHa CHUCTEMHas
AHTUOMOTUKOTEpAIHsl.

SHI/ITeJ'H/ISaIII/IH 3p03PII>'I MMPOUCXOAUT XOPOIIO INpH MPUMEHCHUHN HEITPUITHUITIAIOIIUX IMOBA30K Ha
ruapodo6Hoit  ocHoBe. [lpm Hamuuumm  cynepuH(PEKIUM TNPUMEHSIOT  HENPUIUIAIONINE
AQHTHUCENTUYECKUE TICHHBIE TTOBSI3KH.
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Pannuii oemckuii 603pacm — MeCTHasi U CUCTEMHAas KEpaTOJIUTHYECKAsl Tepanus MPOBOIUTCS
OYCHb OCTOPOXHO H3-3a CKJIOHHOCTH K 00pa3oBaHUIO My3biped. He mMpuMEeHSIoT Ma3u ¢ BBICOKOW
KOHI[EHTpauei ModeBUHBI. CHCTEMHYIO TEpalUi0 AlUTPETHHOM HA3HAYAIOT TOJIHKO B OCOOBIX,
YCTOHYMBBIX K TEpAIWH, CIydasx THIEPKEPATO30B, MOCIE CTa0MIM3AIMK dPO3UBHON (Da3wl U 1032
HE JI0JDKHA TpeBbImath 0,3 MI/Kr/cyT.

PekoMenayeTcss JOMONHATH TEpanmui0 AHTHUCENTUYECKUMU BaHHAaMH C  PacTBOPOM
nepMaHranara kanus B konueHntparuu 1:6000-1:10 000.

Jl1s cMsAT4eHus runepKepaTo30B MPUMEHSIOT BaHHBI C MacjaaMH.

[Io pe3ynpraTaM TMOCEBOB C TOBEPXHOCTH KOXH, JETAM C BPOXKICHHOW OyIIe3HON
UXTHO(OPMHOM IpUTpOACPMUECH TIEPUOANMYSCKH MMOKA3aHbI CUCTEMHbBIE aHTHOMOTHKY, aKTHBHBIC B
OTHOILIEHUU CTPENTOKOKKOB (MEHULIMIIINH, AMOKCHUITUIIINH).

Iloopocmku — moKa3aHa aKTHBHAs KepaTOJMTHUYECKas Tepanusi. B cioydae BbIpaKeHHBIX
TUTIEPKEPATO30B JIOMYCKACTCSl MPUMEHEHHE HU3KUX 703 CHUCTEMHBIX PETHHOWIOB. AyumpemuH,
kancyinsl (D) 0,3-0,5 Mr Ha KT Macchl Tea B CyTKH TepopajibHo [1,6]. ApoMaTnvyecKue peTHHOMUIbI
MOTYT YyBEIWYHBATh XPYNKOCTb KOXXH, BCIIEJCTBHE YEro, BO3MOXKHO, YBEIHWYECHHE OYIJIE3HOTO
KOMIOHEHTa.  [[ns  yCKOpeHHs  3aKUBIEHHUS  OpPO3MM  PEKOMEHIyeTCs  HCIOJIb30BaTh
MECTHOJICHCTBYIOIUE CPEICTBA, CTUMYIUPYIOLIUE PEreHEePAIHIO.

Hxmuo3z uenucmuorii Kypma-Maknuna

OTO «MCTUHHBIA UITIMCTBIA MXTHO3» CBSI3aH C MyTauued reHa keparuHa 1. Takxe kak u
BpOXKIeHHast Oysuie3Hasi mxTuosudopmHuas spurponepmusi, uxtrno3 Kypra-Maknuna Hacnemyercs
ayTOCOMHO-IOMUHAHTHO. (OJHaKo €ro OmWIMYMEe B KIMHUYECKOM OTCYTCTBUM  3PO3HH,
TUCTOJIOTUYECKH — DIUJEPMOJIN3 HE BBISABIISACTCS.

XapakTepHOil OCOOEHHOCTBIO SIBISIETCS BBIPRKEHHBIM T'MIIEPKEpaTO3 B BHUIE IIUIOB, KaK
«uriel AukoOpazay. Takke, Kak ¥ IpU BPOKIACHHON OyJUI€3HON MXTHO3U(POPMHOI SPUTPOAEPMHUH,
XapaKTepeH JIaJOHHO-TIOJOLIBEHHBIE KEPATO3.

Hxmuo3z oynnesnstit muna Cumenca (uxmuo3 3Kcqh)onuamusHulil)

M3 Bcex WXTHO30B, HACIEAYEMBIX II0 ayTOCOMHO-IOMHHAaHTHOMY THITY, HMXTHO3 THUIIa
CumeHca, sBnsiercst HauOonee jerkuMm. OH cBsi3aH ¢ MyTauued kepatuHa 2e. Ilpu aroil gpopme
OTCYTCTBYIOT JIaJIOHHO-TIOIOIIBEHHBIE KepaTo3bl, C€1a00 BBIPAXEH THUIEpKepaTo3 Ha JAPYrux
y4acTKaX KOXKH.

XapaKkTepHbBIM NPU3HAKOM SIBJISIETCS HAJTMYKME BOPOTHUYKOBOTO MISIYIIECHHS 110 KPato SpO3uid,
KOTOPBIIl Ha3bIBAIOT «(PEHOMEH JIMHBKWY». ONHAEPMOJIA3 THUCTOJOTMYECKH OrPaHUYEH TOJIBKO
BEPXHUMH CIIOSIMH SITUICPMHUCA.

Hxmuo3 Apnexuna (Hxmuo3 niooa)
ITHOJIOTHS

XapakTepusyercss ~ ayTOCOMHO-PELIECCUBHBIM ~ THUIIOM  HAcJeJOBaHUsS €  IOJHOM
NEHETPaHTHOCTHIO reHa. OOHapyKeHa MyTalus reHa, BaKHOTo A7 TpaHcnopTa tunuioB ABCA12,
KOTOPBIN KoaMpyeTcs Ha xpomocoMe 2034. DKCIPECCUBHOCTh OT TSDKENBIX IO CPeIHEH TsaKecTH
KIIMHUYECKUX IposiBneHui. Yacrora pacnpoctpanenus B nomymasanuu 1:300 000.

Kinununyeckass kapTuHa
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3a0osieBaHrE XapaKTEPU3yeTCsl MOSBICHUEM KIMHUYECKHUX CHMIITOMOB C POXICHHS: MPHU
POXKICHUH KOKa peOeHKa HAIOMUHACT IPYOBIi CyXOU pOTOBOW MAHIIMPH CEPOBATO-0ETI0BATOTO WIIH
CHUPCHEBATOTO IIBETAa, KOTOPBHIH B TMEpPBbIE dYachl TMOCIE POXKICHHUS HAYMHACT TEMHETD.
Hogopoxnennsie B 80% ciydaeB pokaar0TCsi HEJOHOUICHHBIMHU.

[TopaxeHne 3axBaThIBAET BECh KOXHBIM MOKPOB B BUJIE CIUIOIIHOTO, PA3JIMYHOW TOJIIUHBI
pOroBOro  maHUUps  OEIIOBAaTO-KEJITOTO WM  CEpPOBATO-KOPHUYHEBOIO  I[BETa,  KOTOPBIA
pacTpecKrBaeTcs, 1 Ha CYCTaBHBIX MOBEPXHOCTAX 00pa3yroTcs riyookue 6opo3axu. Ha rosose
TOJICTBIM CJIOM POTOBBIX HACJIOCHHUI, MMEIOIIMECS BOJIOCHI KOPOTKHE, PEAKHE WM BOBCE
OTCYTCTBYIOT. JIumo aeopMUpoBaHO U MOKPHITO KPYIMHBIMH POrOBBIMU IJIaCTUHAMU. POT mmpoko
PaCKpBIT M3-3a CHJIbHON WHOUIBTPALMU MATKUX TKaHEH, B yrilax pra riryOokue TperiuHbl. ['yOb
VTOJNIIEHBI, a CIU3UCTas O00O0JIOYKA BBIBEPHYTA, PE3KO BBIPAKEHHBIM JKTPONHUOH, PECHUIIBI
paspsokenbl [29,34]. YumiHble pakoBUHBI Ae()OPMHPOBAHBI M IUIOTHO TPHXKATHI K Yepery WM
3aBEPHYTHI BIEpe/l. B HO3APSAX M CIIyXOBBIX MMPOX0JIaX POTOBBIC HACIOCHUS B BUC MTPOOOK.

Opnnako 3a0ojeBaHHE HE COMPOBOXKAAETCS MOPOKAMU Pa3BUTHSA BHYTPEHHHUX OPTaHOB WIIU
HEPBHOW CUCTEMBI.

[Tpu 1OMKHOM yXOJ€, POrOBbIE HACIOEHHS OTTOPraroTCs uepe3 HECKOJIbKO Heaenb. Takue
JIETH MpeoOpeTaroT MPAaKTUYECKH HOPMANIbHBIN BHUJ, OJHAKO Ha BCIO JKM3Hb Y HHX COXpaHseTcs
TsKeas HeOyuie3Has spurpoaepmust [47].

JInarnocruka

1. Buoncus xoxcu: tuponudepanroHHbBIN TUIEpKEpaTo3 (MHOT/IA C MapaKepaTo3oM), TpaHylies,
YMEPEHHBIN akaHTO3, TMIIEPTPO(Us COCOUYKOB JIEPMBbI, YBEITMUEHHE CAIbHBIX U TOTOBBIX XKeJIe3,
NEepUBACKYJISIPHbIE HHPUIBTPATHI.

2. DneKmpoHHO-MUKPOCKONUYecKoe Uccie008aHue. MHOTOUYUCIICHHBIE JTUIHIHbIEC BKIIOUEHUS B
KJIETKaX poroBoro ciios. He BBIABISAIOTCS HOPMaJIbHbIE «IUTACTUHYATBIE TPAHYIIBD (TENbIa
Onnanpa).

3. Monekynsipno-eunemudeckoe uccie008aHue B KaueCTBe MpeHaTATbHOW JMarHOCTHKH 1tocie 10
HEJICJH TeCTaIIH.

Jleyenne

[lepBble Hemenu >KU3HU Y TaKUX JETEH BBICOK PUCK TPAHCKYTaHHBIX WHGEKIUN, KOTOpHIe
MOTYT pa3BUTHhCS U3-3a TPEIIMH HAa KOXE, PHUCK pAa3BUTUS THUIEPTEPMUU € HApPYyIICHUN
AIIEKTPOJIUTHOTO OallaHca, MO3TOMY peOeHOK, 0COOCHHOE MepPBbIe HECKOJIBKO HEleb, HY)KIaeTcs B
WHTEHCUBHOU Teparmuu. OH JOJDKEH HaXOAWTCS B YCIOBUSAX BIAKHOTO MHKyOaTopa M MOJIy4yaTh
HapYXHYIO Tepanuio HHIU(G(HEPSHTHBIMU YBIAKHSIIOMUMU KpemMamu. HeoOxomumo HaOoaeHMEe
odTaIbMOJIOTa TIO TIOBOAY J3KTPONHOHA, PaHHee WCMOIh30BaHUE CHCTEMHBIX PETHHOWIIOB, B
YaCTHOCTH AalUTPETHHA, MOTYT IMPUBECTH K YIYUIICHUIO B BBDKHBAEMOCTH, Ooyiee OBICTpOMY
OTTOP)KEHHUIO POTOBOM 00OJIOUKH, BOCCTAHOBJICHHIO BBIBOPOTA BeK W T'y0. Tem He MeHee, MPOTHO3
y TakuxX JeTell He Bceraa xopomuid. X coCTOsHHME YacTO OCHOXKHSETCS JETOYHOM M MOYeYHOM
HEJIOCTAaTOYHOCTHIO, CETICHCOM, JIeTHApOTanneld. BHICOK PHUCK pa3BUTHS KOHTPAKTYP.

[ToaToMy HEOOXOAMM BHUMATENBHBIA MYIbTHINCIUIUTMHAPHBINA MMOAXO/ ISl OLIEHKH PHUCKa U
MOJIb3bl Ha3HaueHUs peTuHOua0B.[11,24,52]. HoBopoxJICHHBIC HYKIAIOTCI B WHTCHCHBHOU
Tepanmuu B  YCJIOBHSIX HWHKyOaTtopa. HeoOxommma mapeHTepaidbHas KOPPEKIUS  BOJHO-
ANEKTPOIMTHOTO OaslaHca, MPUMEHEHNE aHTHOAKTEPHAIbHBIX MIPEMapaTOB CUCTEMHOTO JACHCTBUSI.
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Tsoxensie GopMBl BPOXKIECHHOTO MXTHO3a TPeOyIOT HazHaueHus cucteMHoil tepanuu (B-C).
Jnst noctmkenust dgdexra HeoOXOAMMO HAYMHATH JICUEHUE B TIEPBBIC JHU JXKU3HU peOceHka. B
KOMILJIEKC TEPareBTUYECKUX MEPOIPHUIATUI BXOAUT Ha3HAYCHHE CHCTEMHBIX TTIOKOKOPTUKOHMIHBIX
IIpernapaToB M3 pacyera IO MPEIHU30JI0HY 2-5 MI Ha KI Beca B CyTKHM B TeueHue 1-1,5 mecsues c
MOCTETIEHHBIM CHIKEHHEM JI03bI 10 OJIHOW OTMEHHI [ 1,9].

B kadecTBe CpeCTB CUMIITOMATUYECKOI TEpaIruu, MPU Pa3BUTUU PA3IUUHBIX OCIONKHEHHH U
COCTOSSHUI B TMEpPHOJ HOBOPOXKICHHOCTH, IIOKa3aHO HCIOJIb30BaHWE AaHTHOAKTEPHAIbHON U
pOoTUBOTrpuOKOBOH Tepanuu. Koppekiust ypoBHs 6eika, *UMMYHOTJIO0YIMHOB, MOHUTOPUHT BOJIHO-
COJIEBOTO PaBHOBECHSI.

YXxox 3a KOKEH 3aKiII04aeTcssi B YBIAKHEHHH, 3KUBJICHUU TPEIIMH W MPO(QUIAKTHKE
uHuImpoBanus. [I[puMeHeHne KepaTOIUTUKOB U MEXaHHMUYECKOE yIAJIEHUE POTOBBIX HACIOCHUN HE
PEKOMEHIYIOT.

IIporno3

BolpaxkeHHBII B paHHEM BO3pAacTe€ M MPOTrPECCUPYIOUIMHA B TNEPBbIE TOABl KU3HU
OpPTOTHIIEPKEPATO3, CO BPEMEHEM CTAaHOBUTCS MEHee akTUBHbIM. [Ipu yBennueHHH BO B3pOCIOM
BO3pacTe TOJIIHHBI SMUEPMUCA, CKIOHHOCTh K 00pa30BaHUIO My3bIpe YMEHBIIIAETCS.

Cunopom omcnauearouieiica Koxcu (RUIUHZS-CUHOPOM)
ITHOJIOTHS

3a0oseBaHre HACIENyeTCs N0 ayTOCOMHO-PEIECCUBHOMY THITY. B ocHOBe akpaibHBIX (hopm
JeKUT MyTalus reHa tpaHcriayramuHaseli-5 (TGM-5 Ha xpomocome 15qQ15.2), B ocHoOBe
reHepann3oBaHHON (opMbl — MyTamus reHa kopHeogecmosuHa (CD5S5N na xpomocome 6p21.3).
3aboneBaemocts cocrasisteT 1:100 000 o 1: 500 000.

Kinnuyeckasi kKapTuHa

Bo3moxHBI BE KIIMHUUYECKHE (POPMBI — aKpajibHasi, KOT/1a MPOLECC 3aTParuBaeT, B OCHOBHOM,
ThUIbHBIE TIOBEPXHOCTH KHUCTEH U CTON, M TE€HEpalM30BaHHAs, KOIJa OpXBayeH BECh KOXKHBIN
MOKPOB.

AyTOCOMHO-PELIMCCUBHBIN NWJIMHT CHHAPOM BO3MOXeH JByx TunoB A u B. Tunm A
XapakTepusyeTcs BapuabeIbHOCThIO Hayana, 3a00JeBaHME MOXET OBITh BpPOXKICHHBIM WIH
neOrotupoBaTh B Bo3pacte 3-6 ner. Tum B oTnuyaeTcss BOoCHadMTENbHBIM KOMIIOHEHTOM U
KJIMHUYECKH BBITTISANT, KaK BPOXKICHHAS UXTUO3U(OPMHAS SPUTPOAECPMHS, ACCOLUUPOBAHHAS C
IIPOJOJDKAIOIIENCS OTCIONKON KOXKH. YIIydlIEHHE B COCTOSSHUU MOXET OTMEYaThCsl y 4acTH, HO HE
y BceX MNanueHToB. [HMmoruapo3 Takke XapakTepeH He JUIsl BCeX NalMeHTOB. PaccTpoiicTBo
XapaKTepU3yeTcs 3yJI0M, YyBCTBUTEIBbHOCTBIO K KOKHBIM MH(EKLHAM, BKIIIOUas BUPYCHI repreca.
XapakTepHbl CKIIOHHOCTh K aTONMHU, KOPOTKHl pocT. JIabopaTopHO OTMEUaeTCsl MOBBILIEHUE TUTPA
anTuTen kiacca IgE u s03unOdUIMS.

XapakTepHO YCUJIEHHOE OTCIauBaHUE HAPYKHBIX CIIOEB JIUAEPMHUCA, KOTOPOE MOXKET
COMpPOBOXKAATHCSI ~ HEBOCMAJIUTENBHOM, TNEPUOAMYECKH  yCcHiMBawolencs spuremon. Ilpu
MOBBIIIEHUH TEMIepaTypbl M BIAKHOCTH BO3JyxXa, HIenyuieHue ycuinpaercsi. CyObeKTHBHBIE
XasoObl, 0OBIYHO, OTCYTCTBYIOT. 3a)KUBJIEHUE IPOUCXOAUT Oe3 pyOleBaHUs.

JInarnocruka
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buoncua xoowcu: TUCTONOTHYECKH HaOMOMaeTcsi o0pa3oBaHUE IMOBEPXHOCTHBIX Iy3bIpeit
MEXYy 36pHUCTBHIM U POTOBBIM CIIOSIMU

JuddepeHunanbHbIA 1MarHO3

JduddepeHUpy0T THIMHT-CHHIPOM OT THpoctoro Oymiesnoro snuaepmonmza (B
XapakTepusyeT o0pa3oBaHue Iy3bIpell B 0a3aJIbHOM CIIO€) U SMHUIECPMOJUTHYECKOTO IHIIEpKepaTo3a
(BpoxxaeHHas sputpoaepmusi, Tu(y3HbII UXTHO3).

Jleuenue
[IpoBOoaMTCS HapyKHAsI CAMIITOMAaTHYECKAsT TEpamus.

IIporuo3 st *u3HU OJaronusATHBINA. PacrpocTpaHeHHOCTh KIMHUYECKUX MPOSBICHUN 3aBUCTH OT
dopMbl. AKpalbHBIA THIl - JIOKQIW30BaHHas (opma, IpoTekaeT Ooiyiee OIATONPHUATHO, YEM
reHEpaIU30BaHHasl.

Ilpuoopeménnwlit uxmuos

Orta ¢dopMa HXTHO3a HE SBISETCS T€HETHMYECKHU ACTEPMUHHPOBAHHOM, BCTpeYaeTcs, Kak
OCJIOKHEHHUE Pa3NIMYHBIX 3a00J€BaHUN Yy B3pOCIHbIX JroAei. Yaie BHe3anHo, BcTpedaercs B 20-
50% cmyyaeB mpu 37I0KaYECTBEHHBIX 00pa3oBaHUsAX (Hambosiee 4acTo Mpu JUM(OTpaHyIoMaTose,
muMdome, MUeIToMe, KapIUHOMAX JIETKUX, SMYHUKOB M IICHKH MATKH ).

['mcTonormueckas KapTHHA MPU MPUOOPETEHHOM HMXTHO3€ HE OTIMYAETCS OT TaKOBOHW IpHU
HACJIEICTBEHHBIX (opMax uxTuo3a. [locTaHOBKE MPaBUIBLHOTO AMArHO3a MOMOTAeT TIIATENIbHBIN
cOop aHamHe3a, OCMOTpP pOICTBEHHUKOB MAalMEHTa, Halu4yue y OOJBHOI'O COIMYTCTBYOIIEH
NaTOJIOTUH.

CUHAPOMBI, ACCOIMUPOBAHHBIE C BYJIbI'APHBIM UXTHUO30M;
CUHAPOMBI C BPOXXIEHHBIM UXTUO30M
JlanHble J1Be TpynIbl UXTHO30B OOBEAMHSAIOT TPYIIBI CUHAPOMOB, KOTOPbIE  BKIIIOYAIOT
MXTHO3, KAaK OJUH U3 CUMIITOMOB.

IMPUMEPBI IUATHO30B

- Bynveapuwiili uxmuos

- X-cyennenHuli uxmuo3

- Jlamennapuulii uxmuos

- Bpooicoennas nebynnesnas spumpooepmus

- Bynnesnas 8poxcoeHHas uXmuo3upopmuas s3pumpooepmus

OBHIUE ITPUHIIUIIBI JIEYEHHUA )IETEFI C TSIKEJIBIMUA PACITPOCTPAHEHHBIMUA
OOPMAMUN UXTUO3A

KomrmuiekcHast Tepanust peOeHKa ¢ Tskeol (hopMoii HXTHO3a SBIISIETCS MEKIUCITUTITMHAPHOM
3ajauei, Mo3ToOMy, MIOMHUMO JIEpPMATOJIOTOB M IMEIUATPOB JODKHBI OBITh 3aJICHCTBOBAHBI JIPYTHE
cneruanuctel [30,31,44]:

Juemonoe netsM ¢ TsOKeIsIMH (OpMaMH HMXTHO3a HEOOXOAWMa IHIA C IOBBIIICHHOM
KaJOPUUHOCTHIO, BCJECACTBHE YCHIIEHHOTO OSHEPreTHYECKOro oOMeHa, a TaK JK€ IOBBIIICHA
MOTPEeOHOCTH B XKeese.
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Ogmanbmonoe HEOOXOAUMO OCYIIECTBISATH KOHTPOJb COCTOSHUS POTOBHIIBI U NPUHUMATD
pEelIEeHNE O XUPYPrUUYeCKOM JIEUEHUH BBIBOPOTA BEK

Omopunonapuneonoe HEOOXOIUMO MPOBOAUTH PETYISIPHOE OYMIICHHUE CIYXOBOTO MPOX0J]a
OT CKOILJIEHUS] POTOBBIX MAacc M B JaJIbHEHIIEM, IIPU HEOOXOAUMOCTH, IPOBOJUTh XUPYPIHUECKOE
JICYEHUE MPUPOCILIEH YITHOW PaKOBUHBI

Opmoneo u cneyuanucm no jieyeOnol usKyrbmype u3-3a 00pa3oBaHUS POrOBOH IJICHKU Y
MHOTHUX JIeTell ellie B yTpoOe MaTepu pa3BUBAIOTCS CTUOATENbHbIE KOHTPAKTYPHI.

Jlemckuit ncuxonoe W3-3a CBOEW BHEUIHOCTH JAETH C TSKEIBIMH HMXTHO3aMU HYXIAKOTCA B
COLIMAIbHOW aJanTaluu.

CoBpeMeHHbIE METOJbI JICYEHUS] HACTEICTBEHHBIX (POPM HMXTHO3a MPEACTABIAIOT c000il, B
OCHOBHOM, CHMITOMAaTHYECKYI0 TEpAllMI0 M HX OCHOBHOM 3ajauell sBISIETCA YBIAXXHEHUE,
BOCCTAHOBJIEHUM TMAPOJUMIUAHON MAaHTUU U OTILLENTYIIMBAHUE POTOBBIX HACIOECHUH.

YV 00JIbHBIX UXTHO30M HapylaeTcst OapbepHast QyHKIUS KOXKH, KaK CJIEICTBUE MOBBILLICHHAs
MOTEPsl BJIArM C €€ IOBEPXHOCTU, IO3TOMY BO BIAXHOM KJIMMAaTe COCTOSIHUE IMallMEHTOB
yIIydllIaeTcsl, a B JIETKUX CIIy4asiX, IPU BYJIbIAPHOM HMXTHO3€ MOXET HACTYNUTh 3HAYUTEIBHOE
yiydiieHue. B cyxom knumarte U B 3UMHEE BpeMsi, B IOMEUICHUU PEKOMEHIYETCSl MCIOJIb30BaTh
YBJIQXKHUTENH BO3yXa. /(151 MOBBIIEHNS BIAXXHOCTH KOXKH MTOKa3aHO MPUHITHE JJIUTEIbHBIX BaHH.
OTmienymMBaHue y4acTKOB KOXKU C THIEPKEPATO30M MPOMCXOAUT JIETYe, €CIU KOoXKa Mepesl 3TUM
Oblla Xopolio yBiaxHeHa. [IpuMeHeHHe TakuX CpeAcTB, KaK Macjia Julsl BaHH M HAaHECEHUe
HMOJICHTOB I1€pEeJl BBITUPAHUEM, 3HAUUTEIBHO YIYUIIA€T COCTOSTHUE KOXKU.

Jig yaydiieHus JeckBamallMM KOPHEOLMTOB M YJaJIeHWs 4YellyeK IpU TUIEepKepaTo3e
NPUMEHAIOT Kepamoaumuxu. CyIIECTBYIOT pa3jIMUHbIE KEpPaTOJUTUYECKUE Ipenaparbl B BHUJE
KPEMOB M JIOCBOHOB. OJTH CpENCTBA B BHUJAE JEHCTBYIOIIETO BEIECTBA COAEPKAT MOUEGUHY),
CATUYUTOBYIO KUCTIOMY UTU AlbDA-2UOPOKCUNbHBIE KUCTOMbL (MOJIOUHYIO U 2IUKONEBYI0 KUCIOMbL).

O dexkTnBHOCTE MOUEBUHBI 00YCIOBIEHA €€ CBOMCTBOM CBSI3bIBAaTh BONY. [IpOnuiIeHrmuKob
B KoHIeHTpanuu A0 40%, Kak ¢ MpUMEHEHHEM OKKJIIO3UH, TaK U 0e3 Hee, sBisieTcs 3P(GEeKTUBHBIM
KepaToaUTHUKOM. [IprMeHeHue OKKJIIO3MM, Kak MpaBWIO, yBeIWYUBaeT A(P(PEeKTUBHOCTH
KEepaTOJIUTUKOB, OHAKO, TPUMEHEHNE OKKJIIO3MH Ha OOUIMPHBIX Y4acTKaxX U y MAllMEHTOB C II0OXO0M
MEPEHOCUMOCTBIO BHICOKMX TEMIEPATYP, T0JKHA IPOBOAUTHCS € 0CO00I OCTOPOKHOCTHIO.

[Ipy wWcroNb30BaHUM KEPATOJIMTHKOB HAa OOIIMPHBIX Y4YacTKaxX, HEOOXOAWMO YUHUTHIBATh
HapyleHue 0apbepHoil GyHKINN y OOJIBHBIX UXTHO30M. Tak MpUMEHEHHE CPEJCTB C CATUIIMIOBOM
KHCJIOTOM, Ha OOIIMpPHBIE YYacTKH, BCIEICTBHE aOCOPOIMH, MOXXET NPUBECTH K BbIpaXKEHHOU
MHTOKCUKAIMK (TOLIHOTA, IIyM B YIIaxX, JUCIHOY, TAUTIONUHAIMK U T.1.). YeM MeHbIIe peOeHOK,
TEM BBIIIE PUCK BOSHUKHOBEHMS MMOI00HBIX peakuuil. HapymeHue koxHoro 6apbepa HEOOXOIMMO
YUUTHIBATh U MPH JIEYEHUU COMMYTCTBYIOIIUX JI€PMATO30B.

O} PeKTUBHBIM TakK€ OKa3bIBAETCS HAa3HAYEHHE MECTHBIX PETHUHOWAOB WIH CpPEICTB,
coJlepkaliux BUTaMUH J[3, XOTA y HEKOTOPBIX IMAlIMEHTOB OHU BBI3BIBAIOT MECTHYIO PEAKIHUIO
pa3apakeHusl.

OCOOEHHOCTBIO JIeTeH, CTPAJaroIUX UXTUO30M, SIBJISETCS MOBBILICHHAS MOTEPsl YHEPTUU U3-
3a HapyuieHuss OapbepHON (QYHKIMHM KOXH, 4TO OOyCIaBIMBAaeT BBICOKYIO MHOTPEOHOCTH B
MUTATeNbHBIX BEIIECTBaX, a WX HEIOCTaTOYHOCTh MPUBOAUT K OTCTAaBaHHIO B (pU3MUecKoM
pa3sBUTHU. Y HEKOTOPHIX MAI[MEHTOB OTMEYAeTCs CHI)KEHHas CIIOCOOHOCTh K MOTOOTACICHHUIO U
HENEPEHOCHUMOCTh BBICOKUX TEMIIEpaTyp, OCOOEHHO 3TO XapaKTEpHO Ui JIaMEJUIIPHOTO UXTHO3a U
uxTHO3u(OpMHON 3puTposaepMuu. OCOOCHHO OMacHO MEperpeBaHUe JIsi HOBOPOXKIACHHBIX. Prck
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BO3pAcTaeT B JKapKylo MOroay U Nmpu Gpu3ndeckux Harpyskax. Iy npeaoTBpalleHus neperpeBaHms
HEO00XO0IMMO UMETh C COOOH MyIBBEPHU3ATOP C BOJOM MJIM MCIIOJIb30BATh OXJIAXKIAIOIITUE KUJICTHI.

Haunbonee nHTeHCHUBHOH Tepanust ObIBaeT B mepBbie 3-4 MecsIa mocie poxKIEHHs, ITOCKOIbKY
UMEHHO B OTOT IEPUOJ JETH C WUXTHO30M OCOOEHHO TOJBEPKEHBI PHUCKY Pa3BHTHUS CEIICHCA,
NEPEOXJIAXKICHUS U TIEperpena.

Ilepuoo nosoposicoennocmu, cpasy nocie pooos

— PeOeHOK TpaHCIOPTUPYETCS B OJesUie M3 alOMUHHUEBOH (PONBrM B peaHUMAIIMOHHOE
OTJIEJICHUE;

— HWukybarop ¢ BiaxxHOCTHIO Bo3ayxa 70-80%);

— OobecrnieunBaeTcs KaTeTepu3alns MyOYHON BEHbI;

— OcymecTBisieTcss TOCTOSIHHBIA MOHUTOPHHT 3JICKTPOJHMTOB, MUKPOOHON KOJOHU3AIHUU
KOXH.

Hapyosicnas mepanus Oondxcua Ovimb HanpasieHa Ha 2uopamayuio U no8epXHOCMHbLL
Kepamonus:

- Eoiceonesnvle 6annbl ¢ TOOABICHUEM CHEIHMATIBHBIX Maceld, 3aTeM 4YepelOBaHHWE BAHHBI C
MacjiOM W BaHHBI C MMHINEBON COJI0M, OKa3bIBarolIeil keparonutuaeckoe Aeiicteue (50-150 r Ha
BaHHY )HUJIY BaHHBI C MIIIEHUIHBIM, PUCOBBIM U KYKYPY3HBIM KPaxMaJioM;

- Mexanuueckoe omuienyuiuganue OCYUIECTBIISETCd MATKO, C pPa3HOM 4acTOTOW (3aBUCHUT OT
CTETEeHH BBIPAXKEHHOCTH OPOTOBEHHMsI, OT 1 10 7 pa3 B HEJEINI0) MMOCIE pa3Msryaromieil BaHHbI B
teueHue 10-20 muHyT. OCYHIECTBISETCS OH MPU MOCTOSHHOM OPOILUEHUWU KOXXHM BOAOW IpHU
MIOMOIIH CIIEHUATbHBIX PYKaBHUEK WU LIEIKOBBIX JIOCKYTOB. B cpenHeM Al ocyliecTBICHUS
00pabOTKM BCEro Tena y MAlMeHTa C TSDKEIbIM, HO KOHTPOJIMPYEMBIM HXTHO30M B J€Hb
3aHMMaeT ot 1-1,54acoB;

- Breibop mazesoii ocHogbl HampsMyrO 3aBHCHT OT COCTOSHHS KOXXHM TalMeHTa, 4eM Ooiee
BEIp@XEHA IPUTPOACPMUSL, TEM O0JIee M AICH TOJKHA ObITh HApY)KHAS TepaIus, TeM OO0JIbIIe
BOJIbI JTOJDKHA COZIEP)KaTh OCHOBA.

B niepBbie 1HU BO BpeMs TpeObIBaHMS B HHKYyOATOpe MOKa3aH ruApOQUIBHBIN KpeM, KOTOPBIHA
MOCTENIEHHO, C YMEHbBIIEHHEM BIAXHOCTH B HWHKyOaTrope, 3aMeHseTcss Ha Ma3b Ha KPEeMOBOI
OCHOBE, 3aT€M Ha Masb. TermiooOMeH uepe3 TMOTEHHE OrpaHHYeH BCJEJICTBHE THIEpKepaTosa,
MO3TOMY >KHPHBIE, CO3/IAI0IINE OKKIIO3MI0 Ma3d — MPOTHUBOMOKA3aHbl. JIETOM mpH MOBBIIIEHHON
TEMIEPAType U BIAKHOCTH PEKOMEHAYIOTCs Ooliee nerkue ruapoduinbHbie ocHOBBL. ['nnpodoOHbIe
Ma3u MPUMEHSIOTCs 2-4pa3a B JIeHb, THAPOQUIBHBIE KpPeMbl 6-8p/neHb.

B maszeBble OCHOBBI B KauecTBE oOericmgyioujeco geujecmea NOOABISIOTCA YBIAKHUTEIH U
KepaTOJIUTHKH. VX BRIOOp 3aBHCHT OT BO3pacTa MalyeHTa:

e Ha nepgom 200y dcuszHu TPUMEHSIOT HAPY>KHBIC YBIAXHSIOUINE CPEICTBA, COJEpKaIINe
rmarepud  (5-10%) wu gexcrantenon (5%) — amwraHToMH. MoueBMHAa y JeTed 10 Toja He
MIPUMECHSICTCS.

o 2-4 200a dcusnu — co 2-20 200a KU3HU H00aBISIOT 3% MOUEBHHY, ¢ 3-T0 roja 100aBISIOTCS
moueBuHa (7-7,5%), Ha KOXKy JajioHeH W ToAOmB ¢ Oosbmiel kKoHeHTparuei (10-15%), Ha T
YYaCTKH BO3MOJKHO J00aBHUTh CaIMIMIOBYIO KHCIOTy (2-2,5%). BcenemctBue rumepkepartosa
MIPUMEHEHUE MOUYEBHUHBI XOPOIIIO IIEPEHOCHUTCS.

e Cmapwe 4 nem: KOHIEHTPALIMIO MOYEBUHBI MOCTENEHHO MNOBBIMLAIOT 10 10%. MoxkHo
nonpoOoBaTh MECTHBIE PETUHOU B! (KpeM ¢ u3oTpetuHonHoM 0,05-0,1%), HO OHU YacTO BBHI3BIBAIOT
pa3apaxxeHue K0KH, I0ATOMY UX MpUMEHEHHE, OOBIYHO, OrpaHUYMBAETCS HEOOJIBIIUMHU Y4aCTKaMU
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B pEXHUME IM00UYEPETHOT0 IpUMeHeHus. Takxke He0OX0AUMO YUUTHIBATh BO3MOXKHOCTD YPE3K0KHOMN
pe30pOLK PETUHOUIOB.

o V Oemeu Oonee cmapwezo 603pacma BO3MOXHO TPUMEHEHHE HAPYXKHBIX CPEJICTB,
COJlepKallNX CaJUIMIOBYIO WJIM MOJIOYHbIE KHCIOTHI M BuUTamMuHa A. OpHako HEOOXOAMMO
MOMHHTH, YTO HAHECEHHE CAIMIIMIOBOM KHUCIOTHI Ha OOJBIIHME IUIOMIATU, YV ACTe O0COOCHHO
MJTQJIIIAX BO3PACTHBIX TPYIII, MOXKET MPUBECTH K alUA03y, YrPOXKAOIIEMY KH3HHU, BCICIACTBHE
TpaHCKyTaHOU pe3opOruu. [47, 20].

e B noopocmxosom 6o3pacme TPUMEHSIOT KOHIICHTPAIIMM JICKAPCTBEHHBIX CPEJICTB,
UCTIONB3YIOMIMEC y  B3poChbIX. CMsryamomue ¢ YBIOKHSIOIIME CPEACTBA KpPeM ¢
sprokanbiudeposnom (D), masp ¢ perunonom 0,5% (D), kpema no tumy «macio B Bojae» (D) 2-3
pa3a B CYTKH B IepephIBaX MEXIy Kypcamu jeueHus [5,6]. s MbIThs HE CIEIyeT MOJIb30BaThCS
niesiouHbiM MbUIOM. Kepartonutuueckue cpeactBa: masb ¢ modeBuHOM 10% (D), canunmioBoit 2-
5% (D), monounoit 8% (D) wu rimkoneBoii kuciaoramu (D) 2 pa3a B CyTKM BO BpeMs Tepanuu U B
nepepbiBax Mexay Kypcamu jedenus [1,4,5].

IIpu _covyeTaHuy BYJIbIAPHOIO MXTHO32 U ATONMYECKOIr0 1ePMATHTA He PeKOMeHAYyeTcs
NpUMeHeHHe IJINKOJIeBOil KHCJIO0ThI, 2 TAK)Ke BAHH C MOPCKOIi COJIbIO.

— AHTHCENTUKH HEOOXOIUMBI OCOOEHHO I o0padoTku TpeunH: 1% BOIHBIN pacTBOp
METUJIEHOBOT'O CUHETO.

— B cnywasx penumuBupymeil OakrepuaibHON MH(EKIHH TOKa3aHbl BaHHBI C PacTBOPOM
NMOBUAOH-H0/a (1o koHTposeM ypoBHs TTI B CBIBOPOTKE KPOBH).

Bonocucmas wacmu 20108601

- B CJly4yae JIETKUX THUIEPKEpPaTo30B JOCTATOYHO €KEIHEBHOIO NPUMEHEHHUS IIAMITYHEH,
conepxkamux 5% moueBuny. lllamnynn HaHocAT Ha 5-10 MUHYT.

- ¢ 0osee BBIpaXEHHBIM THIIEPKEPATO30M HCIOJB3YIOT PACTBOPUMBIE B BOJE KPEMBI U MasH C
0OABJIICHHEM KEpaTOJUTUKOB (MosiouHas kuciota 5%; moueBuHa 5-10%; canumuioBas
kucaota 1-2%, HO He paHee TPEThero rojia XU3HU U Ha HEOOJIbIINE YUYaCTKH).

Koowca nuya ogna n3 Hanbosiee 4yBCTBUTENBHBIX 00J1aCTEH, O3TOMY MPUMEHEHHE aKTUBHBIX
KEpaTOJIMTUKOB B 3TOM 00JaCTH HEe MOKa3aHO U MEepPeHOCHTCs II0X0. B ciydae, ecnu kpeM Ha
OCHOBE «Maciio B BOjAe» C J00aBlIeHHEM MOYEBUHBI 10 5% OOIBHOW HE NEepPeHOCHUT, TO
pPEKOMEH/I0BaHbl HEUTpajbHbIE 0a30BbIE OCHOBBI C Jl00aBJI€HHEM JIeKCcHaHTeHona 10 5% u
BUTamuHa E.

[Tpu MHOTUX TsKENBIX (popmMax MXTHO30B A(P(EKTUBHOM OKa3bIBAETCA CHCTEMHAs Tepamus
PETUHOUIAMH: H30TPUTEHOMHOM WJIM alUTpeTHHOM. Ha3zHadeHue CHCTEMHOI Tepamuu J0JKHO
OBITh B3BEIICHHBIM pEUICHHEM, HEO0OXOJWMO OLEHUTh PHUCKHM M YYUTHIBaTh BO3MOXKHOCTh
BO30OHOBJICHUSI TAaKOW TEpamuu C IEIbI0 TMOACPKAHUS TOJOXKUTETbHOTO Y dekra. JleueHue
CHUCTEMHBIMH DPETHHOMJAMU HOBOPOXKJICHHBIX <«IUI0J ApJEeKHHa» CIIOCOOHO CHAacTH >KHU3Hb
NalMeHTy BCIEJCTBUE YCHUJICHMS JECKBaMallUU CXKUMaomed 060mouku. CHUCTEMHbBIE PETHHOMIBI
HA3HAYaAIOTCS BHYTPh B J103€ OT 1MI/Kr u3oTpetuHouHa uiau 0,5 MI/Kr aneTpeTuHa (MUHUMAalIbHAs
apdexTurHas mo3a) (Ganemo et al 2012)/. Rajpopat et al 2011) [27] nponemoncTpupoBan 83-86%
BBDKMBAEMOCTh y IUIOAAa ApJIeKMHA, €CIM Tepanus peTUHOWJAMHU HadaTa B NeEpBble 7 CYTOK, B
cpaBHeHUHn ¢ 76% cMepTH B TE€UeHHMH TEPBHIX 3 CyTOK 0Oe3 HHX. SMOHCKHE HCCIeAoBaTelN
MOJATBEPAUIIN ITH PE3yIbTaThl, IPOAEMOHCTPUPOBAB €llle 0oJjiee BHICOKHE IU(PHI BHIKHUBAEMOCTH
10 92% (Shibata et al.,2014) [49] .
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Crioco6 neyeHust AMUACPMOIUTHICCKOTO THIIEPKEpaTo3a 3aBUCTU OT (POopMbI 3a00JIeBaHUS
(ocTpast U XpOHHYECKAs) U OT €ro KIMHHUYECKOTo BapHaHTa. YUYACTKH TOJICTOTO THIEpKeparo3a
JIETKO TO/IBEP>KEHBI MEXaHUYECKUM TPaBMaM.

VY [anMeHToB € MIVIMCTOM THIIOM THIIEpKepaTo3a IIepliaBas MOBEPXHOCTb KOXHU
o0ycClaBIMBAaeT CWIBHOE TPEHHE, OACKAA W JApPYyrHe YYacTKM Tela MOTYT LeIUIAThCS 3a
THIIEPKEPATOTUYECKHE OTPOCTKH, OTCIauBasi MX. DMOJICHTHI  KEPaTOJUTUKHA CIOCOOHBI COKPATUTh
IUTOIIA b EPIIABON KOXKH, IIPUBOAS K CHHIKEHUIO 00pa30BaHMs IMy3bIPEN M IPO3HIA.

[Ipy >MHaepMOJIMTHYECKOM THIIEPKEPaTOo3e BEJIUK PUCK BO3SHUKHOBEHHS OaKTepHalbHON
UHQEKIH, B TaKOM CJIydae 4dYacTo ObIBaeT HEOOXOJMMOCTh B IPUMEHEHUH CHCTEMHBIX
aHTUOMOTUKOB. [Ipy OOMIMPHBIX MOPAXKEHUSAX OTMEYaeTcs BbICOKas APPEKTUBHOCTH TEparuu
CHUCTEMHBIMH PETHHOHMJIAMH, KOTOPas 3HAYMTEIBHO YMEHBIIAET THIIEPKEPaTO3 W CHUKAET PHUCK
BO3HUKHOBEHUSI OakrepuanbHOM wuHpexkuuu. OpHako 3T TIpenapaTsl MOTYT CTUMYJIHPOBAThH
oOpa3oBaHWe IMy3bIpeH, TOITOMY TpPHU DIHACPMOIUTHUECKUX THIIEPKEpPaTo3ax, TEPaNHio
CHCTEMHBIMU PETUHOUAAMH HAYMHAIOT C HU3KHUX J103.

MNPEHATAJIBHAS ITUATHOCTHUKA

[IpeanovTuTEIbHBIM METOIOM TPEHATATBHON JUArHOCTHKH SIBJISICTCS MOJICKYJISIPHBIA METO/I.
HenocraTtkamu (eTocKomUy U OMOTICHH KOKH HEPOKACHHOTO peOCHKA SBISICTCS HEBO3MOKHOCTh MX
NPUMCHECHHUS Ha pPaHHUX CPOKax OCPEMEHHOCTH, a TaKXKEe BBICOKHNM PHCK HEBBIHAIIWBAHUS
O0epemenHocTH. ONTUMATBHBIM BPEMEHEM ITPOBEICHUS MOJICKYJISIPHOTO aHAN3a SIBJISTFOTCS PAHHUE
CPOKH OEPEMEHHOCTH.

B Tex ciywasx, Korja HW3BECTEH TI'E€HETUYCCKHH Ie(eKT, BBI3BAaBIIMK 3a00JicBaHHE U
UACHTU(UIIMPOBAHA XapaKTepHas UIs JaHHOW CeMbHM MYyTAallMsl, MPOBOJUTCS OHMOICUS BOPCHUHOK
XOpHUOHAa WM aMHuolleHTe3. Ecnu crnenuduueckas MyTanus He OIpeaesieHa, TO MPH HaIUYuu
COOTBETCTBYIOIIETO COCTaBa CEMbH, BO3MOXKHO MPOBEIEHNE MPEHATAIbHON TUAarHOCTUKU METOI0M
ananu3a cuerienus [50,55] .

[Ipr ayTOCOMHO-PEIIECCHBHBIX 3a00JICBAaHHMSIX C W3BECTHOM MyTallMedl peKOMEHIYeTCs
IIPOBOJIUTH OTPEICTICHUE HOCUTEIS [Tl BEISIBIICHHUS POJICTBEHHUKOB TPyl pucka [18,19,23,36].

HHPOPUJIAKTHUKA

Meton0B HpO(i)I/IJ'IaKTI/IKI/I HE CYHICCTBYCT.

CJ'IC,Z[yeT OrpaHUYUTL KOHTAKT C AJUICPTrU3HUPYIHOHMIUMHA BC€IICCTBAMHU OBITOBOM XHMHUHU -
YUCTAIIUMHU, MOIOMUMH U KOCMCTHYCCKUMH CpPCACTBAMH, KOHTAKT C MCPCTHIO KUBOTHBIX U
CUHTCTUYCCKUMU MaTCpUaIaMU.

BEJIEHUWE JIETEW C UXTHO30M

BoNbIIMHCTBO MAIIMEHTOB ¢ MXTHO30M IOJIY4aloT Tepanuio B aMOYIaTOPHBIX yCIOBHsX. B
MJIaJICHYECKOM UM PpaHHEM BO3pacTe HEOOXOAMMO IIOCTOSIHHOE JUCIAHCEPHOE HalIII0eHHE
nenuaTpa U gepmaronora 1 pa3 B 7-14 nHeit, ocMOTp y OQTaabMoj0ra, OTOPHHOJSPUHIOJIOrA,
HEeBpoJIora, jauetonora lpaz B mecsu. B nanmpHeiimmem moka3aHo AMCHaHCEpPHOE HAOIIOJCHHE
cnennanuctoB 1 paz B 3 mecsaua. B ciyuae o00cTpeHHs KOKHOTO —Tpoliecca, TSXKEJIOro OOIIero
COCTOSIHUSI, OCOOEHHO Yy JeTell paHHero BO3pacTa, I[IOKa3aHO CTAallMOHApHOE JIeYCHHE.
JlnurenbHOCTh IpeOBIBaHMS B CTallMOHApE cocTaBiseT B cpeaneM 10-14 gueit.
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Taoauua 3.

HuddepennnanbHas AMArHOCTUKA TEHEPATU30BAHHOTO HISTYIICHHUS Y HOBOPOXKIEHHBIX

Kuaunnuyeckasi Opur | Bun [peanouturenbHa | OcodeHHOCTH HacaenoBa | Teuenue
KApTHHA poae | mieaylieHHs 1 TOKAJIH3ANUA aHaMHe3a HHE
pMus
Bynbrapusiii HeT | Menkoe, npeanodrurensHas | I'unepnuHeiHoO Al MIEPCUCTUTPYET B
UXTHO3 OenoBaroe JIOKaTIU3anus CTb JIaJOHHBIX TedeHue Bcel
TYJIOBUIIE U mmHuH; B 30- JKH3HH, OJTHAKO
pasrubartebHEIC 40% yITydIIaeTcs ¢
YYacTKH Ha COIPOBOXKIACT BO3pPacTOM,
KOHEYHOCTSIX, csl aTonmei 0COOCHHO K
crubarenu He mybepraTy
MTOPa’KEHBI
X-CLEIUICHHBIH HeT | BHagane I'onenu, xuBoT, Cnaboctb XP IIepcuctupyer B
peLecCUBHBIH MeJKoe MIOJIKOJICHHBIE POIIOBBIX TE4EHHUE KU3HU C
UXTHO3 Oenosaroe, CTUOBI CXBaTOK, pasHoi
3aTeM TPsI3HO- HHOTIa HMHTEHCHBHOCTBIO
cepoe, KOJUIO AU HBII
poMOOBHIHOE IUTOJ TIPH
POXIICHUU
Jlamennspub1it na Kpynnsle, reHepanuzoBaHHoe | Her AP OputpoaepMus U
UXTHO3 IUTIOTHO spurpoaepmuy, | (peako AJl) | cunbHOe
MIPUJIETAIOIUE B 80-90% HIeTyIeHne
JKEJITOBATBIE KOJUIOAUUHBII MIEPCUCTUPYIOT U
Yenrynku IO, BBIpa)KEHBI B
SKTPOIHOH, TEYEHHUE KUZHU
9KIa0HOH
Bpoxnennas na Cpenne-Menkoe, | TeHEpaIM30BaHHOE | 3PUTPOAEPMHUS, AP [enymenue
HeOyIuTe3Has IUTOTHO B 80-90% (pemxo AJl) | mepcuctupyer B
UXTHO3M(OpMHAs cusIme KOJUTOIUHHBIN TEUCHHE JKU3HH,
APUTPOAEPMHUS OenoBarbie IO/, SPUTPOAECPMHUS
Yenrynku SKTPOIHOH, crnabeer
9KJIa0UOH
Cunppom HET | JINCTOBHUIHOE I'enepanusoBansoe, | IloBeleHHas AP Ilepcucrupyer B
OTCJIaNBAIOIIEHCS KpYIHOE U HE MTOPayKEeHBI ceMeitHas TEUCHHE JKU3HH C
KOXKH MEJIKOE, JIaJIOHU U TIOJIOUIBBI | YacToTa pasHoii
OenoBarsie HWHTEHCHBHOCTBIO
XJIOTIbS
CokpalieHus: AJl-ayTOCOMHO-JOMUHAHTHBIN; AP-ayTOCOMHO-pELIECCHUBHBIN; XP-peneccuBHBIH,

CLIETNIEHHBIN ¢ X-XpOMOCOMOM.
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