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METOAOJIOI'UsA

Metopl, UCHOIB30BaHHBIE AJIsi cOOpa/ceneKnn J0Ka3aTenbcTB. KinHuyeckue MeToanyeckue
peKoMeHaluu cocTaBieHbl Ha ocHoBe MeTozosiorun SIGN (Scottish Intercollegiate Guideline
Network; URL: http://www.sign.ac.uk). Jloka3arensHoii 6a30i sl peKOMEHIAIMA SBISIFOTCS
nyonukaruu, Bomenmue B MEDLINE, EMBASE, ORPHANET, KoxpaHoBckyio OHOIHOTEKY,
6azy nmanHpix OMIM. bpumm uCMONBK30BaHBI HMHTEPHET JaHHBIC, TPEICTABICHHBIE Ha
mexnyHapoanbix (http://newenglandconsortium.org) ¥ HaIMOHAIBHBIX CaliTax OOIIECTB PEIKHX
Oose3Held M OOIIECTBEHHBIX opraHu3auuii. ['myOuna momcka cocraBmwia ¢ 2000 mo 2016 rr.
MeTo/1b1, HCTIONIB30BAHHBIE JIsl OLIEHKHU KaueCTBa U CHIIBI 10Ka3aTenbCTB. OlleHKa 3HAYUMOCTH B
COOTBETCTBUM C PEUTHHTOBOM CXEMOW I OLEHKH CHJIBl PEKOMEHAAIMW: KadyeCTBEHHO
MPOBEJICHHBIC METa-aHaU3bl, CHCTEMAaTUYECKHE WU PAHIOMH3UPOBAHHBIE KOHTPOJIUPYEMbIC
UCCIICIOBAHMSI C HHU3KAM PUCKOM CHCTEMaTHYEeCKMX OIMMOOK, BBICOKOKAYECTBEHHBIC
CUCTeMaTU4YeCKue 0030phl HCCIEAOBAHUN CIy4yall-KOHTPOJb WM KOTOPTHBIX MCCIEIO0BaHUI;
BBICOKOKAYECTBEHHBIE 0030Pbl HCCIEI0BAaHUMN CITy4ail-KOHTPOJIb MJIM KOTOPTHBIX HCCIEA0BaHUN
C OYEHb HU3KMM PHCKOM 3(P(EKTOB CMEIIMBAHUS MIM CUCTEMATUYECKUX OHIMOOK M CpeaHe
BEPOSATHOCTHIO TMPUYMHHON B3aUMOCBSI3U. B COOTBETCTBUM C YpOBHEM JI0Ka3aTe€IbHOCTH
(kauecTBO JJOKAa3aTENbCTB, Ta0MIa 1) MO X0y U3JI0KEHUsI TEKCTa MPEACTaBlIeHa CTENEHb CUIbI
pekoMmeHmanuii (Tabnuma 2). [[ns oleHKu KadecTBa, CHUJIBI JOKA3aTelIbCTB U (hOPMYITHPOBAHUS
pEKOMEHAAUN HCIOJIB30BAJICS KOHCEHCYC JKCIEepToB. MHIUKAaTOpBl JOOpOKAYeCTBEHHOM
npaktuku (Good Practice Points, GPPs) 6a3upoBannch Ha KIMHUYECKOM OMBITe paboueit
TPYIIBI MO pa3paboTKe peKOMEHAAIid. OKOHOMUYECKHM aHadu3 | IYOJHMKAIud TI0
(dapMakOdIKOHOMHKE HE aHaTU3UpOBAIMCh. Bamuauzanus pexkomeHaanuii OasupoBanach Ha
BHYTpEHHEH  JKCIepTHOM  omeHke. KoMmMMeHTapuu, TONydeHHBIE  OT  OKCIIEPTOB,
CUCTEeMATH3UPOBAIHCHh U OOCYKTAIHUCh TpeaceaaTesieM U wieHamu pabodueid rpynmbsl. [IpoekT

peKOMeHI[aI_[I/Iﬁ ObLI PCUCH3UPOBAH HC3aBUCHUMBIMU 3KCIICPTAMU.

Ta6auna 1. I'paganus ypoBHs A0Ka3aTeIbHOCTH

YpoBeHb J0Ka3aTEIbHOCTH Tumn noka3arenbCcTB

| JlokazarenbcTBa TMOJYYEHBI B  pe3yJbTare
MeTa-aHajau3a OONBIIOr0  YHCIA  XOPOIIO

CIUTAHUPOBAHHBIX PaHAOMU3HPOBAHHBIX
UCCIIE0BAHUMN. PannoMusupoBaHHbie
VCCIICJOBAHMUS c HU3KUM YPOBHEM
JIO)KHOIIO3UTUBHBIX U JIO’KHOHETATUBHBIX
OLINOOK.




ﬂOKaSaTCJ'II)CTBa OCHOBAHBI Ha pE3yjibTaTax HE
MCHEC OJHOr'o0 XOpoHio CIJIAHUPOBAHHOTO
1] PAaHOIOMHU3UPOBAHHOI'O HUCCICIOBaHUs.
PaHI[OMI/ISI/IpOBaHHBIe HCCICOO0BaHUA C
BBICOKMM  YpPOBHEM  JIO)KHOIIOBUTUBHBIX U
JIO>KHOHETaTUBHEIX OIIHNOOK.

I JlokazaTenbcTBa OCHOBaHbl Ha pe3ynbTaTax
XO0poIIo CIUIaHUPOBAHHBIX
HEPaHJOMM3UPOBAHHBIX UCCIIEJOBaHUH.
KonTponupyembie wuccienoBaHusi ¢ OJHOM
Ipynmoil OOJIBHBIX, UCCIEIOBAHUS C TPYMIION
MCTOPUYECKOIO KOHTPOJIS U T.A.

v JlokazaTenbcTBa IONY4YEHBI B PE3yJbTaTe
HepaHJOMHU3UPOBAHHBIX HCCIIeJOBAaHHH.
HenpsiMele  cpaBHHUTENBbHBIE,  OINUCATEIHHO
KOPEIUTALMOHHBIE HCCIIEZIOBAHHS "
MCCIIEIOBAaHHS KJIMHUYECKUX CITydaeB.

Jloka3zarenbcTBa OCHOBAHBI HA KIMHUYECKUX
ClIy4asix U IpUMepax.

Tabuauna 2. 'paganus creneHu CUWIbl peKOMEHIAUMN

CreneHn I'panamus

A Joka3zarenbcTBO 1 ypoBHS MM yCTONYUBBIE
mHorouncieHable madaeie II, III wm IV
YPOBHS JOKA3aTECIBHOCTH.

B Hokazarensctea II, III wmm IV  ypoBHs,
CUMTAIONIMECS B  IEJIOM  YCTOWYHUBBIMH
JTAHHBIMH.

C HoxazarenbctBa II, III, IV ypoBHs, HO gaHHbIE

B 1I€JIOM HEYCTOWYHBBIE.

D Cia0ble I HECUCTEMATUYECKUE
IMIUPUUYECKUE TOKA3ATEIHCTBA.

JUis  OKOHYATEeNBbHOW pEeHaKIMU W KOHTPOJSI KadecTBa PEKOMEHJAMH OBbUTH IOBTOPHO
POPELICH3UPOBaHbI WieHaMU padouell ITpyIIibl, KOTOPbIE MPUIILUIA K BBIBOAY, UTO BCE 3aMeUaHUs
U KOMMEHTapuu TMPUHATHI BO BHHMMAaHHE, PUCK CUCTEMAaTHUYECKHUX OIIMOOK MpU pa3zpaboTke

PEKOMEHIalUi CBEICH K MUHUMYMY.

OIIPEJAEJIEHUE




Cungpom Baapmen6ypra (WAARDENBURG SYNDROME, OMIM: 193500) - oaro
HaCJICACTBEHHOC SaGOHGBaHHe, XAPAKTCPUIYIOMICCCA TCJICKAHTOM, YaCTUYHBIM aﬂb6I/IHI/I3MOM
BOJIOC, KOKH, TJ1a3 M COMPOBOXKIAIOIIEECs HEHPOCEHCOPHOI TyroyxocThio. (reviews by Read and
Newton, 1997, Tamayo et al., 2008, and Pingault et al., 2010). Cungpom BaapaenOypra
HACJIEyeTCsT 10 ayTOCOMHO-IOMHHAHTHOMY THIy. B peakmx ciydasx 3a0osieBaHue

00yCIIOBJICHO CIIOHTAHHO BO3HHUKIIIEH MyTaIue.

KO MKB 10: E 70.3 AnpOnHN3M
KIIACCU®UKALM S

PaSHOBI/II[HOCTI/I 9TOro CHHApOMa CBA3aHbI C UBMCHCHHUAMU B PAa3JIMYHbLIX I'€HaX, KOTOPLIC

MPEICTABJICHBI B TAOIHIIE 3.

Tadoauna 3. Knaccudpukanusa cunapoma Baapaenoypra.

Tun OTanunTeIbHbIe MPU3HAKH THIIOB CHHAPOMA Ten Joxye

Tum I, WS1 YacTuuHblli  albOMHM3M  BOJOC, KOXH  C PAX3 2035
TEJICKAHTOM
. 3p14.1-
Tun lla, WS2A | Yactuusbplli adpOMHU3M  BOJIOC, KOXH 03 MITE
(originally WS2) TeJIeKaHTa pl2.3
YacTuuHbId  albOMHU3M  BOJIOC, KOXH 03 1p21-
Tun [Ib, WS2B ’ WS2B
TEJIEKaHTa p13.3
Tum Tle, WS2C YacTuuHBIA ~ albOMHU3M  BOJIOC, KOXH 03 WS2C 8p23
TeJICKaHTa
Tun IId, WS2D | YacTtuuHblli anbOMHM3M  BOJIOC, KOXH 0€3 SNAJ? 8q11
(penxo) TeJIeKaHTa
Tum 111, WS3 Coueraercsi ¢ aHOMaTUSIMU BEPXHUX KOHEUHOCTEH PAX3 2035

(KLEIN-WAARDENBURG SYNDROME)


https://ru.wikipedia.org/w/index.php?title=PAX3&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=Microphthalmia-associated_transcription_factor&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=WS2B&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=WS2C&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=SNAI2&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=PAX3&action=edit&redlink=1

Coueraercs ¢ Oonesnpto ['mpumpynra (SHAH-

13q22
WAARDENBURG SYNDROME) EDNRB

Tun IVa, WS4A

Tumn IVb, WS4B Couertaercs ¢ 6o1e3Hbpi0 [ upmmpyHra EDN3 20913
Tun [Vc, WS4C Coueraercs ¢ 6one3nbpio [ upmmpyHnra SOX10 | 22913
SIMUAEMHUOJIOI U

Yacrora nanHoro cuaapoma coctasiseT oT 1:42 000 mo 1:50 000 B monynsmuu. | u Il Tumns
JTAHHOTO CHHApPOMa BCTpeUaroTcst Hanbosiee 9acto, B To BpeMs kKak |l u 1V Tunbel Habmrogamich

B CIMHUYHBIX CIIyYasx.

ITHOJIOI'UA

BaapnenOypra cuHApPOM BO3HHMKAaeT B pe3yibTaTe TeTepo3uroTHoil myranuu PAX3 rena Ha
xpomocome 2036. B 6onbmmHCTBE City4aeB, cuaapoM BaapnenOypra WS1 u WS2 nacnenyrores
[0 ayTOCOMHO-JIOMHHAHTHOMY THUITy, C MEPEMEHHON MEHETPAHTHOCTHIO U IKCIPECCUBHOCTHIO.
UccnenoBarenu omnpenenuiau, 4Tto 3a pa3BuTue cuHApoma WS1 HeCcyT OTBETCTBEHHOCTh
myrtanun B reHe PAX3, kortopelii pacnonoxeH Ha 2(035. @ynkius reHa PAX3 ocraercs
HeusBecTHON. Hekortopble uccrnenoBarenu mnpeanonaratoT, yto PAX3 moxer yuacTBOBaTh B
perynupoBaHuu (yHKIHOHUpOBaHUs Apyroro reHa (m3BectHoro kak MITF). A ren MITF
KOAUpyeT O€NOK, KOTOPbIM UrpaeT BaXHYI0 pOJIb B PA3BUTUU HEKOTOPBIX IUIMEHT
OPOAYLMPYIOUINX KIETOK, M3BECTHBIX KaK MelaHoUMThl. OTCYTCTBUE WM HapylIeHHE
(YHKIMOHUPOBAHUSI MEJIAHOIMTOB BJIMSET HA PAa3BUTHUE MUTMEHTALMU TJIa3, KOXH, BOJOC, a
TaK)K€ MOYKET UMETh OTHOIIEHHE K IOTepe CIIyXa.

KIMHUYECKAS KAPTUHA

VY OONBHBIX PEIKO MOXKHO BBISIBUTH Bech HaOOp TMNHYHBIX npu3HakoB (Tabnuua 4). Kaxmasiit
CHUMIITOM HUMEET CBOIO CTENEeHb OJKCIpeccuBHOCTH. Hambonee dYacTo BCTpedaroUMMHCA
npu3HakaMu cuHapoMa BaapmenOypra sBistrorcst: TenekaHT (99%), 4acTHYHBIN albOHHH3M
(45%), wmeiipocencopnas riyxora (20%). [Ipy maHHOM CHHApPOME TakKe HAOIIOAAIOTCS:
mMpoKas BbICTymaronias mnepeHocuna (75%), cpocmmecst OpoBu (50%), rerepoxpomust
panyxHbIx obonouek (45%), Oenas mpsiap Bojoc Hamo JiooMm (45%). B HEKOTOpBIX citydasx
OTMEYAIOTCS MITO3, BHICTYIAIOIAS HIKHSISI YETIOCTbh, PacilieIMHA WIN BBICOKOE He00, HEeOOIbIINe
CKeJIeTHbIe AedopMaliu U Mopoku cepaua. Kpome yka3aHHBIX MPU3HAKOB, Y OONBHBIX MHOIA

OBLIBAIOT Y4YaCTKH TUNCp- U ACMUTMCHTAIUN HA KOKC, MUTMCHTHBIC U3MCHCHUA TJIA3HOI'O JHA.
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https://ru.wikipedia.org/w/index.php?title=EDNRB&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=EDN3&action=edit&redlink=1
https://ru.wikipedia.org/w/index.php?title=SOX10&action=edit&redlink=1

Cenmast mpsib MOXET OBITh YK€ y HOBOPOXACHHOTO, HO 3aT€M 3TH JACNUTMEHTHPOBAaHHbBIC

BOJIOCKH HcYe3aroT. Hoc MOXeT MMeTh HE TOJIBKO NpUINOAHATYIO CIIMHKY, HO U THIIOIUIa3UIO

KPBIJILCB. ITaTomorusa KoHeYHOCTEH BKIIIOYAET TaKHe dHOMAJINHU, KaK I'mI1oIjiasus KHCTeﬁ, MBIIIII,

OIrpaHUYCHUC TMOABUKHOCTHU JIOKTECBBIX, JIYUC3aIllACTHBIX U Me)K(baJ'IaHFOBBIX CyYCTaBOB, CIUAHUC

OTJIENbHBIX KOCTEH 3aMsACThs U MIIOCHBI. CHIDKEHUE CITyXa MPH 3TOM 3a00JI€BaHUH BPOKIEHHOE.

Tabauna 4. OcHOBHBbIE IPU3HAKH, XapaKTepHbIe I cMHAPoMa BaapaenOypra

T'osoBa u mes

Vi
- BpoxaenHnast AByCTOPOHHSIS TNIyXOTa
I'naza
- TenekaHnt
- ['erepoxpomust pagyxKu

- Cnenora
- KonoGoma onTudeckoro Aucka, UIHAPHOTO
Tea, POrOBUIIBI

Por

- Pacmienuna ryost u HeOa
Bomochl

-benbie pecHuIsl u O6poBu
-benwie mpsiau Bostoc Hag 160M

-Cparienue OpoBeit
-PanHee nosBieHne ceablX BOJIOC

JlpIxaTeJbHasi cucremMa

- OOHOCTOPOHHSISE WM  JABYCTOPOHHSIS
TUIIOIUIA3US JIETOYHOU TKaHU

I'pynnas kierka

Brenrnue npusHaku

- JlnuHHAas UOMIMHApPHYECKas TpyxHas
KJIeTKa
- BoponkooOpa3Has rpyaHas KjieTka

7KuBot (OproIHAA M0JIOCTh)

-bonesns ['mpumnpynra

-MerakonoH

MouenoJioBasi cucremMa

-I'mnocnanus

- Kpunropxusm




- OTCYTCTBI/IG BarvHbl 1 MaTKu

KocTHO-MBIIIIEYHAA CHCTEMA ITo3BOHOYHUK

- Ckonmno3
- BeipakeHHbIN MOSACHUYHBIN JIOPI03

-Jlo0aBOYHBIE TTO3BOHKH

- AHomanus lllnpenrens

- PaznBoennsbie (yaBoeHHBIE) pedpa
-MeHuHTroMHueIoIee

-Amnasus HOSICHUYHOT'O oTIela
IO3BOHOYHUKA

Kouneunoctu

- CUHIaKTUIUA

HeBposoruyeckue usMeHeHH st -Cynoporu

JAUATHOCTHUKA

Cunapom BaapaenOypra MokeT ObITh AMATHOCTHPOBAH NPHU POXKJICHUH WM B pAaHHEM BO3pacTe
Ha OCHOBE TIIATEIHFHOTO KIMHHMYECKOTO 00CIICIOBaHUS, BKIIIOUAsl H3MEPEHHE PACCTOSTHUS MEKIY
BHYTPCHHUMHU YTJIaMH TJ1a3, HAPYKHBIMH yTIIaMU TJ1a3 U MEXK3PAaYKOBOTO PACCTOSHUS, H3yUCHUS
CeMEenHOoro dHaMHC3a, OOIIOJHUTCIBHBIX MCTOJO0B O6CJI€,Z[OBaHI/I$I, MOJ'IeKy.HHpHO-I‘eHeTI/I‘IeCKOI\/'I
JUArHOCTHUKMH.

Honomuurensubie uccnenoBanus (Y3U rmaza, KT, MPT) nomoryr nuddeperimpoBars
OTKJIOHEHUSI, KOTOPBIE MIOTCHIIMAIBHO CBSI3aHBI C CHHAPOMOM BaapneHOypra.

JANPOOEPEHIIUAJIBHAA TUATHOCTHUKA

B Hacrosimee Bpems CyIIECTBYeT MHOXECTBO JPYTUX CHHAPOMOB, KOTOpBIE TaKke

XapakTepusyroTcs anbOnHn3MoM. Hanbosee akTyaabHBI CIEAYIOINE U3 HUX:

-I'nazo-koxubiii anpOuaumsm 1 ATKA 1A (xmaccuyeckuil THPO3MHA30-OTPULIATEIbHBIN
I'KA) — camas 1sokémast Gopma Taa30-KOKHOTO anbOuHM3Ma. OH TMOSBISIETCS B pe3yibTare
TaKUX MyTallMil KaKk nonsense, olIMOKa paMKH CUMTHIBAHUS, U Missense TeéHa THPO3WHA3bl Ha
xpomocome 11 (band 11q24). OTu HynabMyTaIMu MPOAYIUPYIOT aOCONIOTHO HEAKTHUBHBIN
(depMeHT THPO3MHA3Y, YTO BEAET K MOJIHOMY OTCYTCTBHIO IIPOM3BOJICTBA MUTMEHTA MEJIaHMHA B
TEUYEHUE BCEH KU3HU NaleHTa. TUNn4HbIi (eHOTUI — 3TO Oerble BOJIOCH U KOXa, U roiyodas
noJiynpo3payHasi pagayxkka. Ha koke HeT HUKAaKMX MUTMEHTHBIX HM3MEHEHHM, OJHAKO MOTYT
OBbITh JEMUTMEHTHPOBAHHbIE HEBYChl. Takoil ¢eHoTUnl BCTpedaercs OJMHAKOBO BO BCEX

THUYECKHX M BO3PACTHBIX rpymmax. OcTpoTa 3peHusi 0ObIYHO CHIDKEHA U COCTABISIET OKOJIO
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20/400 (0,05 B necsaTuuHOM apobu, ucnoibdyemoi B Poccum, uro coorBercTBYyeT 5 % OT

HOPMBI).

-I'nazo-koxubiii ans0uHu3sm 1 B I'KA 1B (yellow mutant OCA, Amish albinism, xanthous
albinism) — npoxykT MyTanuu reHa THPO3HUHA3BI, KOTOPBIN MPUBOAUT K CHIKEHUIO aKTHBHOCTH
depMeHTa THPO3WHA3Bl. Y TAaKUX NAIMEHTOB MUTMEHTANUS TPU POXKICHUHA COBEPIICHHO
OTCYTCTBYET, uTo MokeT mnomemars otiuuuTh ['KA 1B or 'KA 1A. OnHako, MOCKOJIBKY
HEKOTOpasi TUPa3uHAa3Hasi aKTHBHOCTh BCE XKe MPHUCYTCTBYET, Y HEKOTOPBIX JIIOACH ITHUTMEHTALUS
BOJIOC, KOXKM M TJIa3 C BO3PACTOM MOJKET YBEIHUYUTHCS, a KOXKa MOKET HavaTh 3aroparb Ha
conane.Ha pamgykke TOSBISETCS CBETIIO- WM TEMHO-KOPUYHEBAas IUTMEHTAIHsI, WHOT/A
OTpaHUYEHHO MO0 3paykoBoMy Kparo. Octpora 3penus konednercs ot 20/90 no 20/400 u moxer
TOBBIIIATECSL ¢ BO3pPAacTOM. MOT'YT HOSBIATHCS MUTMEHTHBIC HEBYCHI, OJHAKO OOJIBIIMHCTBO

HEBYCOB — OeCIUIrMEHTHEIE.

- T'nazo-koxkublii ansouHu3mM 2 KA 2 (tuposun-mosutuBHbi [KA) — »T0 Hamboiee
pacnpocTpaHEHHBI THUN anhbOMHM3Ma BO BCEX pacax. ITo 3a00JeBaHUE TaKKEe ayTOCOMHO-
pelecCUBHOE, HO JIOKAJIM3YeTCs Ha Ipyroil xpomocome, B otiauuue ot ['KA 1 (band 15q11-13).
[Tpu 'KA 1 myramnus nopaxkaer reH, KOAUPYIOIUd (HepMEeHT THUPO3UHA3Y, B TO BpeMsl KakK Mpu

I'KA 2 nmopaxaeTtcst TeH, Konupyromnuii P-6emok, a CHHTe3 TUPO3WHA3bl OCTAETCS HOPMAJILHBIM. .

CymecTByloT pa3nuunble Bapuauuu ¢genotuna npu ['KA 2, koTopble BapbUPYIOT OT MOJIHOTO
OTCYTCTBHSI MUTMEHTALMM JO TOYTH HOPMAJIBHOTO YPOBHSI MUTMEHTauuu. Jlake eciu TeH,
KOJIUPYIOIMHUA (PEepMEHT — THUPO3UHA3Yy — HOPMAIbHBIA, OOJBITMHCTBO aIbOMHOCOB BTOPOTO
TUIIAa HE UMEIOT YEPHOTO MUTMEHTa (€yMellaHWHa) B KOKe, BOJIOCAX WIIH IJIa3aX MPU POKICHUH.
Kak pe3ynbpTar Takoro OTCYTCTBHsI MHUTMEHTA MPU POXKIESHUU HHOT/IA BO3MOXKHA OINMOKa B
noctaHoBke auarHos3a u nytanuna ¢ ['KA 1. Kak Obl To HM OBUIO, MUTMEHTALUS TTOCTENIEHHO
HOSIBJISIETCA C BO3pPAacTOM. TOUHBIM MeXaHM3M TakOW 3alep)KKH MHUTMEHTAIlM HEU3BECTEH.
MHTEeHCUBHOCTD TOSIBJIIEHHS NMUTMEHTAIlMU 3aBUCUT OT PAacOBOW NPHUHAJUICKHOCTH MAIMEHTA.
Kak crnenctBue pocra peOEHKA M pa3BUTHs MUTMEHTAIMH, MOBBIIIACTCS TAKKE OCTPOTA 3PEHUS

(mpumepso ¢ 0,25 1o 0,5).

-I'nazo-koxubiid anbOuMHu3sM 3 'KA 3, panee u3BecTHBIM Kak KpacHbld win peokud ['KA,
BBI3BIBACTCS MYTallUe 4YEIOBEUYECKOTO TeHa, OTBeTcTBeHHoro 3a TRP-1. 3aboneBanue
HACJIEyeTCs ayTOCOMHO perieccuBHO. KnuHudeckuit peHOTHN y apUKAHCKUX MAIUEHTOB —
CBCTJIO-KOPUYHCBAA WKW PBOKCBATO-KOPUYHEBAA KOXa W BOJOCHI, U KOpI/I‘IHeBO-FOJIy6BIe
panyXku. 3puUTeIbHAsl CHUCTEMa HE MOJIHOCTBIO COOTBETCTBYET nuarHody ['KA, mockosbky y
HEKOTOPBIX NAIlMeHTOB OTCYTCTBYIOT MPO3PAuyHOCTb pAAYXKKH, HHUCTarM, KOCOIJIa3he WU

doBeanpHas rumnoruiasus. Hapymienuid B paboTe ONTHYECKMX HEPBOB HE 3aMEUYCHO, O3HAYas
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OJIHO W3 JBYX: JHUOO OTO HE HACTOAIMMUA BHUJ aJbOMHU3MA, JHOO THUIUIUTMEHTAIUN

HCAOCTAaTOYHO AJIA IMOCJIICA0BATCIBHOIO U3SMCHCHUS PA3BUTUA ONITUYCCKOI'0 HEPBA.

IMPUMEP ®OPMYJIMPOBKHU JTUAT'HO30B

1) Cunapom BaapneHOypra: riia30-KOXKHBIH allbOMHU3M, IBYCTOPOHHSISI HEHPOCEHCOpHAsI
TYTrOyXOCTb.

2) Cungpom BaapaenOypra: ria30-KOKHBIN albOMHU3M, JIBYCTOPOHHUN KPHITTOPXHU3M.

3) Cunapom BaapnenOypra: ria3o-KoKHbIA aibOMHU3M, CUHAPOM [mpmmpyHra.
JIEYHEHUE
Jleuenne cungpoma BaapnenOypra HampaBiieHO Ha W30aBJIEHHE MAIMEHTa OT KOHKPETHBIX
CHUMIITOMOB. PaHHee pacno3HaBaHUE TYrOyxXOCTH Ba)KHO B BbIOOpE METO/Aa XHPYPIUYECKOIO
JedeHus1 (KOXJIEapHBbIM MMIUIAHT, YCTPOMCTBO, 3JEKTPOABl KOTOPOIO HMMIUIAHTUPYIOTCS BO
BHYTPEHHEE YXO JJI1 CTUMYJIUPOBAHUS CIIyXOBOTO HEPBA).
B HekoTOpBIX ciyyasx oKa3aHa KOCMETHYECKas XUpYyprus TeJIeKaHTa.
[TockonbKy mIOAM C NUIMEHTHBIMH AaHOMAJIMSMU KOXH CKJIOHHBI K COJIHEYHBIM OXOram,
Pa3BUTHIO paKa KOXH, PEKOMEHIOBAHO H30eratb MpPsIMOTO COJHEYHOTO CBETa, HCIHOJb3YS
COJIHIIE3ALUTHBIE CPEJACTBA U IMOKPHIBATh OOJBINYIO YacTh KOXH OAexkaoi. [lng Tex, y koro
aHOMaJIbHasl NMUTMEHTAlMs PadyKKH, OOKOBOE CMEIEHHWE BHYTPEHHUX YIJIOB IJla3 U JIpyrue
IJIa3Hble aHOMAJIUHU, O()TAIEMOJIOTH MOTYT PEKOMEH/IOBAaTh OUYKH C CIEIMAaIbHO TOHUPOBAaHHBIMU
CTEKJIaMH, KOHTAaKTHbIE JIMH3Bl M Jpyrue, TEpaneBTHUECKUE WM NPO(UIAKTUYECKHE
MEPOIPUSTHSIL.
VY 60JBbHBIX ¢ aHOMAJIMSIMUA BEPXHUX KOHEUHOCTEH, JIEYEHNE MOKET BKJIHOYATh (PU3HOTEPANNIO U
pa3inuuHble OPTONEIWYECKHE MEpONpHuATHs. Takke HMEET MEeCTO CHUMITOMATUYECKOE W

MOAACPIKUBAKOIIHNEC JICUCHUC.
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