HacaeacrBeHHbId HepuT. IIpMHIHANLI
TNATHOCTUKH.



HacJyeacrBeHHbIN HEe(ppUT
(Cunapom Aabnopra) -
HACJIEJICTBEHHOE 3a00JIEBAHUE,
XapaKkTepU3yrueecs
MOPAXKEHUEM ITOYEK C
U3MEHECHUIMHU MOYEBOI0 0CaIKa
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HapyILIEHUsAMHU ciayxa . MiHorna
HaOJIFOJAK0TCS IIOPOKU PA3BUTHS
OYEK, OPraHOB 3PECHUSL.
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B 1927 1. A Alport BriepBbI€ BBISIBUI TYTOYXOCTh
Yy HECKOJIBKUX POACTBEHHUKOB C r€MarTypUuecu

B 1972 r. y 001bHBIX C HACIEACTBEHHOM
reMarypuen mpu Mop(oJIori4eCcKy
nccieIoBaHnu noyeyHon tkanu Hinglais et al.
BBISIBUJIM HEPABHOMEPHOE PACIIIUPEHUE U
PACCIIOCHUE TJIOMEPYJISIPHBIX 0a3alIbHBIX
MeMOpaH.

B 1985 r. Obu1a HaACHTH(UIIMPOBAHA
r€HETHYECKass OCHOBA HACJIECACTBEHHOIO HEQpUTA

- myTanus B reve komrareHa [V tuna (Fiengold et
al., 1985).
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IMUAEMHUOJIOTUSA

PacipoCTpaHEHHOCTh CHHAPOMA AJIBIIOPTA COCTABIAET | ciyyan
Ha 5000 HaceneHwus.

B I'epMmanun cuHAPOM AJBIIOPTA AUATHOCTUPYETCS npu 17 3
1000 Hedpooduoncuii, 3% citydacB XpOHUYECKON MOYECUHOMN
HEJOCTATOYHOCTH Y AE€TE€M CBSI3aHO C CUHAPOMOM AJBIIOPTA.
2,3% mo4eyHbIX TpaHCILUIAHTAUN IPOBOAUTCS ITALIMCHTAM C
CHHJIPOMOM AJIBIIOPTA.

M3 BO3MOKHBIX TUIIOB HAcJIeOOBaHUS ClIEIJIEHHOE ¢ X-
XPOMOCOMOM - Han0oJiee pacCIpPOCTPAHEHO IIPU ATOM ITaTOJIOTHH.
Y. Uraoka u coaBT. 0OHapyxujind, 4To 17,2% sSIMOHCKHUX AETEH C
CHHJIPOMOM AJIBIIOPTa HE UMEIOT CEMEWMHOTO aHAMHE3A
IIOYEYHOTO 3a00JICBaHMS.

ITo namnbiM R. Shaw u R. Kallen, wacTtora myTtanuii coctasiser
1 na 100 000 HaceneHus.



- MyTalus B T€HE
a-3 1enu koyurareHa IV tama. 1ot THII
YHUBEpCAaJICH JJIs1 0a3ajJbHbIX MEMOpaH MOYKHU,
KOXJICApHOI'O almapara, Kancyjbl XpyCTalInKa,
CETYATKHU U POTrOBHIIBI [J1a3a, YTO JOKA3aHO B
MCCJIEOBAHUAX C UCIIOJIb30BAHUEM
MOHOKJIOHAJIbHBIX aHTUTEII IIPOTUB 3TOU
(pakumu koaaareHa. B mociaenHnee Bpems
YKa3bIBAIOT HAa BO3MOXKHOCTh NpuMeHenud JIHK-
30HJI0B JIJIA IIPEHATAJIbHOU JUArHOCTUKHU
HACJIEACTBEHHOTO HE(PpHUTA.



BbIaeadoT TpH BapUaHTAa
HACJICACTBEHHOI0 He(hpuTa
1 BapHaHT - KIMHUYECKHU MIPOABIISICTCS
HE(PPUTOM C reMaTypueu, TyroyXoCTbIO 1
ITOPaXKCHUEM IJ1a3.
Teuenue HepuTa IIPOTPECCUPYIONIEE C
pazsutueM XI1H.
Tun nacneooséanus - TOMUHAHTHBIU,
CLEIUICHHBIU C X-XPOMOCOMOM.
Mopghonozuuecku BBISBIISICTCS HAPYILICHUEC
CTPYKTYpHhI 0a3aJIbHOM MEMOpPaHEI, €€
MCTOHYCHHUE U PACIICIICHHUE.



11 BapuaHT- KIMHAYECKUA HPOSABIIACTCSA
HEe()PUTOM C reMaTypuen 0€3 TyroyXOCTH.
Teuenue negppuma nporpeCcCUPYIOIICE C
paszutuem XI1H.

Tun nacneoosanus - TOMUHAHTHBIU,
CLEIUICHHBIU ¢ X-XPOMOCOMOM.
Mopghonozuuecku BbIABISIETCI HCTOHYCHUE
OazaJlIbHOM MEeMOpaHbl KallUJJISIPOB
KJIyOO4KOB (0c0O€HHO laminadensa).



III BapuaHT - 100OpPOKAYECTBCHHAS
ceMenHasa reMarypus.

Teuenue OnaronpusITHOE, XPOHUUCCKAS
[TOYCYHAsI HEAOCTATOYHOCTh HE Pa3BUBACTCS.
Tun nacneoosanus - ayToCOMHO-
JTOMHHAHTHBIW WX ayTOCOMHO-
perieccuBHBIN. |Ipn ayTocomMHO-
PELIECCUBHOM THII€ HACIECAOBAHUA Y
YKEHITMH OTMEUYEHO O0JIEE TAKEIIOE TCUECHUE
3a00JICBaHMUS.



CuHapoM AJBIIOPTA - HACIEACTBEHHBIN HEPPUT C
MMOPAXKEHUEM CITyXa.

B 0CHOBE JICKHUT COYETAHHBIN AE€PEKT CTPYKTYPHI
KOJ1areHa 0azajlbHOM MEMOpPAaHbI KIIyOOYKOB MOYEK,
CTPYKTYp yXa M Ij1a3a. | eH KilacCuYeCcKoro CUHIpomMa
AJbBIIOpTA PACIIOJIOKEH B JIOKYCE 21-22 q NIMHHOTO TIIeya
X-XpOMOCOMEL.

B 0ONBIIMHCTBE CIIy4aeB HACIEAYETCA IO JJIOMUHAHTHOMY
TUITY, CLIEIUIEHHOMY C X-XpOMOCOMOM. B CBA3M C 3TUM ¥y
MY>KYHMH CUHIPOM AJIBIIOPTA MPOTEKAET TAXKEIIEE, TAK KAK
y KCHIIUH (DYHKIIAS MyTaHTHOTO I'€Ha KOMIICHCHPYETCS
310POBBIM AJJIEJIEM BTOPOU, HEMTOBPEXKICHHOU
XPOMOCOMEBL.
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Crpykrypa kosuiarena IV Tumna npu HOpMaJbHBIX U H3MEHEHHBIX aJb(a-nensx
koJiarena: 1 — nopma. Bee Tpu anbga-uenu coxpannsbl. [Ipouncxonur ckpyuynBanue
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He npoucxoaut CKpyYuBaHus MOJIEKYJIbI KoJIareHa; 3 — rouednass myranusa COL4AS.
N3menenus ajabda-S-uenu KoJJIareHa He3HAYUTeJdbHbIL. JIOKa/IbHbIe HAPYIICHUSA
CKPY4YUBAaHUA MOJICKYJIbI KOJLIAT€HA
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JdTanbl K3BMEHEHHUS IVIOMEPYJIAPHbIX 0a3aJbHbIX MEeMOpaH

(I'bBM) npu HacjieACTBEHHOM HedpuTe.
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IHomumoppusm yasTpacTpyKTyphbl BM KiIy004KOBOI0 Kanusuisipa.
Y4acTKy pa3jiM4YHOU TOJIIUHBI, OTEPS TPEXCIOUHOCTH, PACCTOCHHE
U 1e30praHu3anus mioTHou miactunbl (Lamina densa). boasnoi C.
8 jer. Ilmarno3: cunapom Aasnopra (X15 000)




AHOMAaJIbHBIM IIBET MOYH,
OTéxu,

KpoBs B MOUE,

CHMKCHHUE WIIH TIOTEPS 3PCHUS
(4ale BCTpEeYaeTcs y
MAaJIBYHUKOB),

boJiip B mosiICHUIIE,

IToTeps ciayxa (4Jare
BCTPEYACTCS Y MAJIBYUKOB),
OTEKH BOKPYT IJ1a3




KiimHu4ueckas kKapTuHa CUHApoMa AJIbIIOPTa, pEeryyisipHO
MOBTOPSIIONIASACS B CEMbE, OOBIYHO COOTBETCTBYET KAKOMY-IH00
(beHOTUIY, XOTS BHIPAKEHHOCTh CUMIITOMOB MOXXET MEHSTHCS OT
YEJI0BEKA K YEJIOBEKY M B 3aBUCMMOCTH OT BO3pacTa M IoJia.
BONBIIMHCTBO CEMEN C 3TOM MATOJIOTUENU XOPOIIO BIIMCHIBAIOTCS B
CJICAYIONIYIO KJIACCU(PUKALUIO:

1) TOMUHAHTHBIN IOHOLIECKUM HE(DPUT C TYroyXocThio(H0 31 ner);
2) X-ClIEMICHHBIA FOHOIIECKUM HE(MPUT C TYTOYXOCThIO;

3) X-cuenjaeHHbI HEPPUT € TYTOYXOCThIO Y B3POCIIBIX;

4) X-cuenieHHbIA HepUT 0€3 SIKCTPApEHAIBHBIX IPOSBICHUI;

5) ayTOCOMHO-1IOMUHAHTHBIM HE(PUT C TYTOYXOCThIO U
TpoMOoLMTONIaTuen, cooTBeTCTBYIOMMM 110 McKusick kareropuu N
15365 (cuHapom DmITenHa);

6) ayTOCOMHO-JJOMUHAHTHBIA HEPPUT FOHOIIECKOTO THUIIA C
TYTOYXOCTBIO.



DdparmeHT poaocaoBHou cembu C. JInaruos:
CUHAPOM AJILIIOPTA

@ emarypus MNatonorua apeHus




B HavaJIbHOM cTaguM 00J1€3HU CAMOYYBCTBUE
peOeHKa CTpaJacT MaJio, XapaKTEePHOI
OCOOCHHOCTBIO SIBISIETCS YIIOPCTBO M CTOMKOCTD
MOYE€BOTO CHHJIpOMA.:

[l remarypus pa3audHOM CTEIICHU BBIPAKCHHOCTH,
Haomrogaemas B 100% ciryuaes.

[l nporenHypus B OOJIBIIMHCTBE CIy4acB HE
npeBbIIacT 1 r/cyT, B Hayaie 3a00JIcBaHUS
MOKET OBITh HEITOCTOSIHHOM, IO MEPE
IPOrpeCCUPOBAHUS MPOLECca MPOTCUHYPHUS
HapacTaer.



* B panpHEUNIEM IIPOUCXOAUT HAPYILIEHUE MapIIUATIbHbBIX
(PYHKIMM IIOYEK, YXYAIIEHUE OOIIEr0 COCTOSHUS O0JIBbHOIO:
MOSBJISIFOTCS HHTOKCUKALIMS, MBIIIIEYHAs CJ1a00CTh,
apTepranabHas TMIIOTOHMS, YaCTO HAPYILICHUE CIyXa U
HapyuieHue 3peHus(B 20% ciaydaes ).

= HanbOonee 4acTo BBISBISIOTCS AaHOMAJIUK CO CTOPOHBI
Xpycraanka: chepoPoKus, JEHTUKOHYC NEPEIHNM, 33 THAM
WJIA CMEIIAHHBIN, PA3HOOOPA3HBIC KaTapaKTHI.

» CHIDKCHHE ClIyXa MPU CUHAPOME AJIBIIOPTA MOKET
BO3HUKHYTh B PA3JIMUYHBIC IEPUOJIbI IETCTBA, OJHAKO YallIE
BCETO TYTOYXOCTh JUArHOCTUPYETCA B Bo3pacrte 6-10 Jier.
HaunHaeTcs CHUXKEHUE CiiyXa Y AE€TEN C BBICOKUX YaCTOT,
JTOCTHUTAs] 3HAYUTEIBHOU CTENEHU IPH BO3YIITHOM W KOCTHOM
IIPOBEACHUH, TIEPEXOA U3 3BYKOIIPOBOISAIICH B
3BYKOBOCIPHUHHAMAIOIIYIO TYTOYXOCTb.



J11 HacneaCTBEHHOTO HEpUTaA XapaKTEepHa
CTAAUMHOCTh TCUCHUS OOJIC3HU: CHa4ajIa JJaTeHTHas!
CTaAUA WM CKPBITHIX KJINMHAYECKUX CUMIITOMOB,
MPOSABJISIOIASACA MUHUMAJIBHBIMUA U3MEHEHUSMU
MOYEBOI0 CUHAPOMA, 3aT€M HACTYIIAET IOCTECIICHHAS
NEKOMIIEH ALY MPOIECCAa CO CHUKEHUEM ITOUYEYHBIX
(GYyHKIUM ¢ MAHU(PECTHBIMH KIMHUYECKUMH
CUMIITOMaMH (MHTOKCHKAIIUS, aCTCHU3AIMsI, OTCTAaBAHUE
B pa3BUTHH, AaHEMM3ALIHUS ).



JlvarnocTruka HacJIeACTBEHHOTO
He(pHuTa

CEMEHHBI aHaMHE3 (HAJIMYME B CEMbE HE(DPUTOIOTOOHBIX
3a00JICBaHUN );

OTSTOLICHHBIN aKyIIEPCKU aHAMHE3 (HaJIn4ne
BBIKUIBIIIEH, IPEKTCBPEMEHHBIX POJIOB, TCUEHUE
OEpEMEHHOCTH C TOKCUKO30M M HEPpomaTue);

MHO>KCCTBCHHbBIC CTUT' MBI )II/I33M6pI/IOI‘CH€33;

CIIy4alHbIE HAXOAKU MOYEBOI0 CUHIPOMA IPHU
IYCTIaHCEepU3alliK, OCIEe UHTEPKYPPEHTHBIX 3a00JICBaHUH B
BHUJIE SPUTPOLUTYPUU, MUKPOTIPOTCHUHYPHH;

OTCYTCTBHC OTCKOB, THIICPTCH3UU,

HapyIIeHUH (QYHKIHWHU ITOYEK MO TyOyJsIpHOMY THITY.



JluarHocTMka CHHApPoOMA AJIbIIOpTA.

I IpemioxkeHbI ClIeAYIOIINE KPUTEPUU:

[l remarypus Wim cMEpPTh OT XPOHHUYECKOM
MOUYEYHOMN HEJAOCTATOYHOCTHU B CEMENHOM
aHaMHE3¢;

0 remarypust Win HEPPOTUYECKUI CUHIPOM Y
NaIECHTA;

[l n3MeHeHus IIOMEPYIIPHBIX 0a3albHbBIX
MeMOpaH MpH JIEKTPOHHOM MUKPOCKOIINHU
Onomnrara IOYKH;

[l cHM>XeHHe ciiyXa II0 JaHHBIM ayIMOIPaMMBbl;

[l BpoxxaeHHAS IATOJIOTHS 3PECHUS



Jlnaraos cungpoma AJbIIOPTA CUUTACTCS
IIPAaBOMOYHBIM B CIIy4asix OOHAPYKCHUS Y
OOJILHOTO 3 M3 S THIIMYHBIX IPU3HAKOB:

* HaJIW4YME B CEMbE T'€MaTypUU U XPOHUUECKOM
IIOYCYHOH HEAOCTATOYHOCTH,

* IIPUCYTCTBUE Yy 00JIBHOIO HEMPOCEHCOPHOU
TYTOyXOCTH, IaTOJOTUHU 3PEHUS,

* OOHapyXEHME HPHU IICKTPOHHO-
MUKPOCKOIIMYECKOM XapaKTePUCTUKE OMOIITaTa
MIPU3HAKOB PACHICIIJIEHUS [TIOMEPYJIAPHOU
0a3zaJIbHOM MEMOpPaHBI C U3MEHECHHUEM €€
TOJILMHBI 1 HEPABHOMEPHOCTHIO KOHTYPOB.



JINMATHO3

** BaxHO cocTaBlIeHHE POJIOCIOBHON U OOHAPYKECHHUE
JIWI] KaK C COYETaHUEM HE(PPUTA U IIIYXOThI, TAK U C
T00POKAYE€CTBEHHOM reMaTypuen, TyX0yXOCThIO,
XITH.

¢ Jlmarso3s MoATBEPXKAAIOT MPX OMOIICHM MMOYEK,
oOHapyxeHur B Mo4ye D/L-3-ruapoKcunposnHa,
TTTFOKO3WITAJIAKTO3MIIOKCUIN3UHA.

** Y 4yactu OOJIbHBIX BBISIBIISIFOT CY’KCHHE
IIPUJIOXAaHOYHOTO OTAEJIa MOYETOYHHUKA, YIBOCHHUE,
HE3aBEPIICHHBINM TOBOPOT MOYEK.




JuddepeHunanbHasg IMATHOCTUKA
3aTpygHeH auddpepeHIralIbHbIA JUarH03 CUHIpPOMA
Anbriopra ¢ 00JIE3HbIO TOHKHMX 0a3alibHbIX MEMOpaH, JIJIs
KOTOPOM XapaKTEepHBI ayTOCOMHO-IOMUHAHTHOE
HacJICJOBaHUE TeMaTypHUH, PABHOMEPHOE HCTOHUYCHHUE
IJIOMEPYISIPHBIX 0a3ajbHbIX MEMOpPaH U OTHOCHUTEIHLHO
OJIaronpUSITHBIN MPOTHO3 .

0 IIpu 6one3nu IMlapko-Mapu-TyTa cemeiiHoe
coueTaHue HeQpoImaTuu, TYroyxocTu, GoKaabHO-
CErMEHTAPHOI0 TJIOMEPYIOCKIIEPO3a U PACCIOCHUSA
MJIOTHOW TNTACTUHKHU IIOMEPYJISIPHBIX 0a3aJIbHBIX
MeMOpaH CONMPOBOXKIAAETCS MBIIIIEYHOM aTpO(hUEH.



[l Hedpomnarus u TyroyxocThb Ipu CUHIPOME
Branchio-Oto-Renal coueraercs ¢
PYAMMEHTAPHBIMHU OCTaTKaMU »Ka0C€pPHBIX IICIICH .

0 s cuagpoma MakJjia-yY3Jbca XapaKTepPHbI
ayTOCOMHO-/IOMHUHAHTHOE HACJIEI0BAHNE,
noBbilieHne COJ, yacToe pa3BUTUE XPOHUYECKOM
MOYEYHOU HEJOCTATOYHOCTH, O3HOO M ypTUKAapHAas
CBIIIb (B JI€0IOTE), TYTOYXOCTh, IJIayKOMa U
HEe(POTUYECKUN CUHIAPOM (BHOCIICACTBUM).

[ IIpu cunapome AJbCTpeMa MUTMEHTHAs
NereHepalus CETYaTKU, HEUPOCEHCOPHAs TYTOyXOCTh
1 HE(PpOIIaTus COYETAIOTCS C CaXapHbIM JUA0ETOM U
OKUPEHUEM.



Tepanus

MeTtoabl MaTOreHETUYECKOU TEPAIIUU
HACJICJICTBEHHOIO HEPPUTA OTCYTCTBYIOT.

OCHOBHOM IIPUHIIAII JICUCHUS —
IPEAYIPEXKACHUE TIPOTPECCUPOBAHNS
HapYIICHUS MOYEYHBIX (PYHKIIUH.

Baknunanuysg He moka3aHa.

HesdpekTHBHBI — NIFOKOKOPTUKOU I,
[IUTOCTATUKHN, AaHTUMETAOOJIUTHI.



= TlocTenbHBIN PEXKUM — B CTAJIMU JIEKOMIICHCALINH,
[IPU CUHAPOME THIEPTEH3UN, OTCYHOM CUHIPOME,
MaKpOoreMarypuu.

~ PexuM npu COXpaHHBIX MOYEYHBIX (PYHKIIMUSX:
YMEPEHHOE OrpaHuYe€HUE (PU3NUECKUX HArPy30K
(3aHATHUA «OOJIBIIUM CIIOPTOM) ), BOBMOKHBI
3aHSITHS B CIIOPTUBHBIX CEKITUSIX.

= [Ipu mapunaabHbIX HAPYLIEHUAX TTOYECYHBIX
(¢yHKIMM - 3aHgaTUA B rpynmnax JIOK.



Jluerorepanus

= IIpu coxpaHHBIX IOYCUHBIX (DYHKITUSIX
Ha3HAYACTCS MOJTHOLIEHHOE U COaIaHCUPOBAHHOC
10 Bo3pacTy nurtanue. IlenecoodpazHo
HCKJTFOUCHUE DKCTPAKTUBHBIX M OCTPBIX OO,
YMeHbIIIeHHE )KUBOTHOTO O€JIKa U MPOIYKTOB,
oorarelx BUTaMuHOM C.

~ [Ipu mapruanbHbIX HAPYIICHUSAX TOYCUHBIX
(bPyHKLIMH UCIIOJIb3YETCS aHTUOKCATYpUYECKas
JIUETA U BBICOKOYKUIKOCTHBIU PEXKUM.



MenrkaMeHTO3Hasd Tepanus

~ IIpoBoauTCs B CTaIMU JAEKOMIIEHCAIHM.

~ Bwuramun B6 B cytounon moze 60—120 mr (2—3
MI/KT) B 3 ipueMa 2—4 Hex;

~ Buramun A 1000 EJl/rox sxu3Hu/cyTku B 1
npuem 10— 14 guHew;

~ Bwurtamun E 1 mr/kr/cyt B 1 npuem 10—14 nnei;

~ 1% pactBop Harpus agenozutpudocdara (ATD)
1o | MJI BHyTpUMBIIIIEYHO Yyepe3 AeHb 10—15
MHBECKIINH;

= PacTBop KokapOokcuaasbl o 50 mr
BHYTPUMBIIICYHO Yepe3 neHb 10—135 nHbeKknui.
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BpemeHHbIN 3Q@EKT y yacTu 00JIbHBIX
MOXET OBITh JOCTUTHYT Ha3HAYCHHUEM
IIPOU3BOJHBIX 4-aMUHOXUHOJIUHOBOIO
psaaa (JIenarui, INIJaKBEHWI) B CYTOYHOM
no3e 10 Mr/kr B T€UeHuE 2 Mec., 3aTeM S
mr/kr 4—10 mec.



CturMsl 1u33MOpHOreHes3a
(mo 1. M. BopoH110BY 1 COaBT., 1992)

~ IIpu ocMoTpe pedeHKa ciieayeT oopaiaTh
BHUMAaHHE Ha HAJIWYHUE Yy HEr0 MaJIbIX aHOMAJIMi
Pa3BUTHS WIIM CTUTMBI TU33MOpHOTEHE3A.

= CTUTrMBI — BPOXJIEHHBIE OTKJIOHEHUSA OT
HOPMAJILHOTO aHATOMHUYECKOTO CTPOCHUS
HAPYKHBIX YaCTEH Tea.

~ CymMMapHO€ KOJIMYECTBO CTUTM y PEOCHKA,
HE3aBHCUMO OT UX JIOKAJW3allluK, Ha3bIBAIOT
YPOBHEM CTUTMaTH3aIlMU. 32 KPUTUUECKUM
YPOBEHb IPUHUMAIOT CYMMY, PABHYIO 5 CTUTMaM.



= CTUrMbl 1U35MOpPHUOreHe3a B MPOrpaMme
MeauMHCKOTO ocMoTpa B ACITOH-/1 pasneneHsl
Ha JIBE T'PYIIIIbI:

> TEpBasi — CTUTMbI, KOTOPBIE, SIBJISACH
IMPU3HAKAMHW I'€HETUYECKOUITIATOJIOTHH,
OJJTHOBPEMEHHO MPEACTABIISIIOT CUMIITOMBI
MaTOJIOTUX OPraHOB U CUCTEM JAPYTHUX MpOoQpuiIcu
— OHH BXOJISIT B MIPOTpaMMy OCMOTPA;

= BTOpas — CTUIMBI, OLICHKA KOTOPHIX MPOBOIUTCS
HCKJIFOYUTEILHO B HAIIPABICHUU T€HETUYCCKU
00yCJIOBJICHHOT'O OTKJIOHEHUS JIJISI PEIICHUS
BoIpoca 00 YpOBHE CTUTMAILIMKU JAaHHOTO peOCHKA.



= Crurmsl 1-U rpynrsl yYUTBIBAIOTCS
aBTOMAaTUYECKHU: AepopMalys IPyaIHON KISTKH,
TUIIEPTPUX03, U30BITOYHOCTh CKIA0K KOXKHU IIIEH,
r€MaHTHOMBI, JIUIOMBI, IITO3, 3K30(DTaIbM,
AHU30KOPHS, HUCTArM, KOCOIJIa3ue,
HeNpaBUJIbHBIA POCT 3y0OB, HEIPABUJIbHBIM
PUKYC, TPBIKKU, KPUNTOPXHU3M, HAPYIIICHUE
(opMHUPOBaHHUS MOJOBBIX OPraHoB, (PUMO3,
BOJISIHKA SIMYEK, BAPUKOIIEJIE, INIOCKOCTOIHE.



= CTUrMsl 2-i TPyIIbI BBISBISIET W TOACYUTHIBACT Bpay.
>  CTuUrmsl 2-i rpyImnmsl:

= 1. TomoBa u nuio: Makpoiedanus, Mukpoledhanus,
nonuxornedanus (MpoaoabHbIC pa3Mephl yepera
3HAYUTENILHO MPE00Iagat0T Haj IOIEPEYHBIMH ),
Opaxuonedanus (yIIOIEHHE Yepena B IepeaHe-3aJHEM
HalpapJieHHH ), ckadouedanus (yIIoleHne Yepera B
JaTepaJbHOM HaIIPaBJICHHH ), IIJIOCKUN 3aTHIIOK, Y3KHUI 100,
pe3Kas aCHMMETPHS JIMIIA, IIOCKUM Ipo(uib Iuia,
norepeyHas CKiajka Ha JIOy, IIMpoKas IEePEeHOCHUIIa,
IJI0CKasl IePEHOCHIIA, PE3KOE BhIpaKEHHE HAJOPOBHOM
IyTH, TUIEPTEIOPpU3M (YBEIUYCHHUE PA3MEPOB MEXKITY
IJIa3HUIIAMU ), THIOTEIOPH3M (YMEHBIIIEHUE Pa3MEPOB
MEK Ty TNIA3HUIIAMH ), UICKPUBIICHE CIIMHKHA HOCA,
pPa3ABOCHHBIN TOAOOPOIOK, KIMHOBUIHBIN MOJ00POAOK,
CKOIIICHHBIN M0100POJIOK.
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2. I'maza: HU3KOE CTOSTHUE BEK, SITUKAHT (BEpTHUKAIbHAS
KOJKHAs CKJIaJIKa, IPUKPHIBAIONIAS MEIHATbHBIN yTO
IJIa3HOM €11 ), MOHTOJIOMAHBIN pa3pe3 1i1a3 (I1a3Hble MeIn
y3KH€, JJIMHHBIC, HAPY>KHBIC YIJIbI IPUIIOTHSITHI KBEPXY),
AHTUMOHTOJIOUTHBIN pa3pe3 a3 (Hapy>KHBIC YIIIbI
OMYIIEHbI KHU3Y ), KOJIOOOMa paiy’KHOU 000J04KH (J1ehEeKT
paly’KHOM 000JI0YKH), TETEPOXPOMHUS PATYKHOM 000TOUKH
(pa3NIMYHBIN [BET PaayKHOM 000JIOUKH JIEBOI'O U IIPABOIO
7143 WJIM HEOJMHAKOBAasi OKpacka pa3InyHbIX yYaCTKOB
OJIHOTO IJ1a3a).



= 3. YIu: BbICOKO PACITOJI0KEHHBIE YIIIU, HU3KO
PaCTOJIOKEHHBIC YIITU, ACUMMETPUS PACIIOI0KEHUS YIITHBIX
PAKOBHH, OOJIBIIIAE OTTOMBIPEHHBIC YIIIH, MAJIbIC
ne(popMUpOBaHHBIC VI, PA3HOBEIUKHUE YIIIH,
pUpaIEHHbIC MOYKH, OTCYTCTBUE MOYEK, 100aBOYHbBIC
KO3EJIKH.

~ 4. Por, s13bIK, 3yObl: MAKpOCTOMUS, MUKPOCTOMUSI,
rOTUYECKOE HEDO, apKko0Opa3HOE HEOO (C OCTPHIM YITIOM Y
BEPIIIHHBI), KOPOTKOE HE0O, MAKPOIJIOCCHS, MUKPOIJIOCCHS,
pPa3IBOCHHBIN KOHYHUK A3bIKa, PEAKHUE 3yOBlI,
CBEPXKOMIUIEKTHBIE 3yObl, TAJIKOOOPa3HbIE 3YOHI,
IIUTIOBUIHBIE 3yObl, pOCT 3yOOB BHYTpPb, pacilieIMHA HEOA.



5. llles, TysnoBuIIE: KOPOTKAA 1I€sA, ACUMMETPHUS COCKOB,
100aBOYHBIC COCKH, TUIIEPTEIOPH3M (IIUPOKOE PACCTOSTHHUE
MEXKIy COCKaMH), PACXOXKICHUE MPSIMbBIX MBIIIII] 5KUBOTA,
HEMPABWIBHOE PACIOJIOKEHHUE TYIIKA.

6. Kuctu: apaxHogaktuius (YAJIMHEHHE TAJIbIEB PYK),
KJIMHOAAKTHIINS (M30THYTBIM S-1 MaJiell), CUHIAKTHIUS
(MOJTHOE WJIM YaCTUYHOE CpaIlleHUE ABYX MJIA HECKOJIBKUX
NaJIbIEB), MOJUAAKTHINS (YBEJIMYECHHUE YKCIia TTAJIbIIEB),
AKTPOAAKTHINS (YMEHBIICHUE YUCIIa MaIbIIEB),
OpaauIaKkTHINA (KOPOTKONAJIOCTh, OTCYTCTBUE WUJIU
HEJI0pa3BUTHE (DajlaHT MaJIbIEB, H30THYTHIE KOHIIEBbBIC
(hamaHry, romnepeyvHas JaJgoHHas 00po3aa, crudarebHas
KOHTPAKTypa NaJIbIIEB KUCTH.
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7. CTombl: apaxXHOJAKTUIINS, KIMHOIAKTHIINS,
CUHJIAKTWINS, OpaauIaKkTIIN, Ae(popMalins MaJibIEeB,
HAXO0KJICHUE MaJblLEB APYT Ha ApPYyra, CAHIAJICBUIHAS I11EJIb
(YD1yOJIEHHBIM ¥ PaCIIUPEHHBINA MPOMEKYTOK MEKTY
NIEPBBIM W BTOPBIM HaJbllaMH ), MOJIasi CTOIa (4pe3MEPHO
BBICOKHI MPOJIOIBHBIN CBOJT), CTHOAaTeIbHAs KOHTPaKTypa
HaJbIEB CTOII.






