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AJIbBUHU3M Y JINI] KOPEHHOM HAIIMOHAJIBHOCTHU
PECIIYBJINKUA TBIBA

AX. Heneep, J1.Y. Cnupudonosa, O.C. Omzap

(KpacHosipckast rocynapcTBeHHasi MEIMIIMHCKAsT aKaJaeMMsl, peKTop — JI.M.H., mpod. W.I1. ApTioxoB, kadeapa riasHbIX

0oJIe3Heill, 3aB. — 1.M.H., TIpod.
JL.Y. Cniupunonosa; Pecry6nvkaHckast 6ompHULIA Ne

B.W. Jlazapenko; [1aBHoe bropo MCD no Pecniyonuke TwiBa, IJ1. 3KCIEpT —
Pecniy6uku ToiBa, UMMyHOTEHEeTUUECKAas JabopaTopusi, 3aB. —

.C. Om3ap)

Pestome. O6cnedosaro 27 604bHbIX 21A30-KONCHOU opmoii arbburuzma 6 ozpacme om 3 00 48 nem, KopeHHbIX Hcumenei
Pecnybauku Toiga. Yemanoeaerno, umo y molgunyes yacmoma arvounuzma cocmaensiem 1:8715 u éce mvlguHybl-anb0UHOCH!
Habaoaromes ¢ HapyuieHuem 3pUmenbubix yHKyuil. Boicokas wacmoma ecmpevaemMocmu anbOUHU3MA y AUl KOPEeHHOU Hayu-
onanvrocmu Pecnyonuru Toiea o0ycroeausaem aKmyanbHoCMb U3YHEeHUS €20 pacnpoCMpPaHeHHOCMU U KAUHUMECKUX nposee-

Huil.
Karoueguie caosa: anvbunusm, pacol, MOH2010UObL.

SBAsIACH OMHUM U3 HACJIEICTBEHHBIX 3a00JIeBaHUIA, aTh-
OMHM3M MPUBOIUT K 3HAYUTETbHBIM U3MEHEHUSIM OpraHa
3peHUS U SBJISIETCS IPUYMHOM C1ab0BUIEHUS, TPEOYOIICH
CO3IaHUS OCOOBIX YCIOBUIA 7151 00YYEeHUSI 1 TTOCIeAYIOIIe-
IO TPYIOYCTPOMCTBA 3TUX OOJIBHBIX. Tak KakK cTpaaarolme
aTbOMHM3MOM JIIOJY SIBJISIIOTCS MHBAJIMAAMU C IE€TCTBA,
O4YeHb BaXKeH BOIPOC UX COLIMAJIBHOM afanTaluu B COBpe-
MEHHOM MUpe.

O pacrnpocTpaHEeHHOCTH ajJbOMHU3Ma B JINTEpaType
UMeIoTCs pa3Hble naHHble. [1o marepuanam [12], oHa co-
crasysiet 1:17000, mo nanubiM [11] — 1:15000. XoTs anpou-
HU3M CUMTAETC PEIKOUW MaToJOruei, B HEKOTOPhIX paco-
BBIX IpyMIax Ha0II01aeTCsl ero HEOOBIYHO BHICOKUIA yIETb-
HbIl Bec. Cpenu my3pTOpUKaHIIEB HanboJiee 4acTo BCTpe-
yaeTcsl cuHIpoM [epmaHckoro-Ilymiaka, cpenu HaceJleHUsT
CIHIA Haubonee pacrnpoctpaHeH [1-reH-3aBUCHMBINA ajib-
OMHU3M, TakXke Tpeobanamimii B ahpuKaHCKOM U a3u-
aTCKOM peruoHax [4,5].

ITo ma"HBIM [2], BCaencTBre TEHASHIIMY HACIEACTBEH-
HBIX 3a00JIeBaHMM pacIIPOCTPAHSITHCS B HEOOIBIINX STHU-
YECKUX TPYIINax B CBA3U C OOJBIION YaCTOTON PONCTBEH-
HBIX OpaKoOB, BBISIBJIEHBI o4yaru ajabouHu3zma B CeBepHO
Hpnanauu 1 oGHapyXeHbl COTHM aJTbOMHOCOB CpeH TLie-
MeHHU Kapube KyHa B FOxHoii [Taname.

HecmoTpst Ha MHOTOUYHMCIEHHBIE paOOThI, TTOCBSIIIICH-
Hble aIbOMHU3MY, OCTAIOTCSl a0COMIOTHO HE M3YyYEeHHBIMU
€ro acreKThl y MpeACTaBUTeNIei pa3HbIX pac, U, B YaCTHO-
CTH, MOHTOJIOWIHOM. JIOCTYITHBIE HaM pe3yJIbTaThl UCCe-
JIOBaHW, IPOBEICHHBIX Y SITIOHIIEB, KOPEWIIEB U KUTAMIIEB,
OBLTM B OCHOBHOM TTOCBSIIIIEHBI M3YYEHHIO BOITPOCOB I'eHe-
THKH aJTboMHOCOB [8§,9].

[Mpu npoBeneHN MeOTUKO-TEHETUUECKOTO UCCenoBa-
HUS Ha Beell Tepputopun Pecrty6iuku ThiBa y KOpeHHOTO
HaceJIeHUsI ObLT M3y4eH I'Py3 MOHOTEHHBIX HACTEACTBEHHBIX
oousiesHeil. Cpeau HUX albOMHU3M BCTpedaeTcsl B hopme
[71a30-KOXKHOTO U SIBJISIETCS OMHOM M3 CaMbIX pacrpocTpa-
HEHHBIX JIEPMAaTOJIOTHYECKUX TaTojiornii. [71a30-KOXHBII
ATBOMHU3M C QyTOCOMHO-TOMMHAHTHBIM TUITOM HacJea0-
BaHMSI OBUT BEISIBJICH B 2 CEMBSIX ¢ 5 0015HBIMU B CyT-X0JTh-
ckoM u [IInHaaHCKOM KOXYyHaXx 1 C ayTOCOMHO-Pe1IeCCHB-
HBIM TUTIOM HacJieMOBaHUs TUarHOCTUPOBAaH B 6 POJCTBEH-
HBIX CeMbsIX ¢ 12 6onbHBIMU B baii-TalirMHCKOM KOXYYHe.
BonbHbIe aTbOMHN3MOM COCTAaBUIIHN 5,7% GOJNBHBIX MOHO-
TeHHBIMM HACIEeICTBEHHBIMK Oone3HsaMu 1 32,1% — nep-
MaTOJIOTMIeCKOil maTojiorueii 3].

Llens. U3yyeHue pacrpoCcTpaHEHHOCTH U KIIMHUYECKUX
MPOSIBJICHUH aJIbOMHU3MA Y JIWL] KOPEHHOH HallMOHAJIBHO-
ctu Pecniy6uku ThiBa — THIBUHIIEB.

Marepuajbl U METOIBI

O06cienoBaHo 27 GOIBHBIX T1a30-KOXHOW (hOpMOii aibou-
HHU3Ma B Bo3pacTe oT 3 110 48 jieT — KOpeHHbIX XuTeneir Pec-
my6nuky TeiBa. B uccnenoBanue BKIIOYaIUCh OOJbHBIE, Ha-
xomMBiuecs B nepuon 1999-2006 roapl Ha 06CaeIOBaHUN K
OCBUJIETEJIbCTBOBAHMY B UMMYHOT€HETUUECKOM JJabopaTopuu
Pecrry6imukanckoit 6opHUIEI Ne 3 1 [llaBHOM 610p0 MCD mo
Pecniy6nvike TeiBa. [TpoBoauivch Bu3omMeTpus, opraabModu-
OMUKPOCKOTIHS, oTrampMocKomusi, ckuackonusi. Ctatuctu-
yecKasi 00paboTKa MOJTYYEHHBIX JaHHBIX OCYIIECTBISIACH C
HCTIONb30BAHUEM CTaHIAPTHBIX CPEACTB aHAIM3a, BXOISILINX
B coctaB I1ITIT Excel 97 u Statistica 5.0, BKJIIoUaBIINX KJIaCCH -
YeCKMe METOBI ONMUCATeIbHON CTaTUCTUKU. [10CTOBEpHOCTH
pa3nnuunii moKasaresieil ornpesensach mo t-kputepuio CTbio-
neHTa. Kputnueckuii ypoBeHb 3HAUMMOCTH TTPU IIPOBEPKE CTa-
TcTUYecKuX runores p<0,05.

Pe3yasratel n o0CyxKnenune

Ha yyete B IltaBHOM G1opo MCDO 1o PT, y roponckux u
pPaiOHHBIX AETCKUX OKYJIUCTOB, B UMMYHOT€HETUYECKOM
naboparopuu Ha 2006 rox cocrout 30 4yeoBeK, CTpaaaro-
KX anpbbruHu3MoM. Bce GosibHBIe HAaOMIONAIUCh C 1J1a30-
KOXHOM (popMoii anbbuHM3Ma. M3 Hux: ThIBUHLIEB — 27
(87%), eBponieonnoB — 3 (13%) yenoBeka. B Pecnybiuke
TeiBa (2003) ¢ ob1Iei unciIeHHOCThIo HaceneHus B 305510
qestoBeK MpoxuBaeT 235313 (77%) STHUYECKUX THIBUHIICB
u 70197 (23%) yenoBek Opyrux HAITMOHATBHOCTEH. TakM
o0pa3oM, y THIBUHIIEB YacTOTa aJIbOMHU3Ma COCTaBJISIET
1:8715, a 'y eBpornieounioB — 1:23399 yenoBek, 4To oTIM4a-
ercd B 2,7 pa3a. PacripocTpaHeHHOCTh aJITbOMHU3MA Y ThI-
BuHIIEB coctaBuia 1,1 Ha 10000 HaceneHMs, y MPUILIBIX —
0,4 ga 10000 HaceneHuUsI.

Hamu obcnemoBanbl 23 yenoBeKa KOPEHHOM HAIlMO-
HaJIBHOCTH, SIBJISTFOIIIMXCS MHBAJTUAAMU 110 3pEHUIO BCJIE-
CTBUE aJIbOMHM3MA I1a30-KOXHOM (POPMBI, COCTOSIINX Ha
yaete 010po MC3. M3 Hux 10 60IBHBIX TAKXKE COCTOSIT Ha
ydeTe B UIMMYHOTeHEeTHYEeCKOi1 JabopaTtopun PecrmyonmkaH-
ckoii 6ompHUIIEI Ne 3. Bo3pacTt 60IbHBIX BAPBUPYET OT 3 10
48 neT, cpemHuMii Bo3pacT coctaBw 17,315,9 net. bonbmmH-
CTBOM M3 HUX SIBJISTIOTCS ieTv o 18 jret — 15 (65%), ¢ ipu-
MEPHO OIMHAKOBBIM PACIIpENIeIEHUEM IO TTOJTy: MY>KCKOTO
— 12 (52%) n xenckoro — 11 (48%) 6ombHBIX. UHBaTHIOB
¢ merctBa — 15 6oapHBIX, MHBaMAOB 111 rpyrmer — 8, uH-
BaJIMAOB ApYrUX Tpymm HeT. [Ipeobaananm ceabCcKue XXUTe-
i — 17 (74%), ropoackux 6610 6 (26%) OOJBHBIX.

[ns1 oueHKU (YHKIMOHAIBHOTO COCTOSTHUSI 3pUTEb-
HOM CUCTeMBI BCJIEACTBUE TOTO, UTO IUIST KaXKIOTO Tiia3a
rnokazartesiv ObUIM Pa3IMYHbI, JAJIbHEIIINI aHAIU3 TIPOBE-
JIeH Mo uucay ria3 (Bcero 46 mias). beuin mpoaHanin3upo-
BaHbl OCTPOTA 3peHUsI 6€3 KOPPEKILIMU U OCTPOTa 3PEHUS C
ONTUMAJIBLHON ONTHYECKON Koppekuueit (puc. 1, 2). bes
OTTUYECKOIN KOPPEKIIMU OCTPOTA 3peHUsI OblIa HU3KOH Y
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26,1%

Puc. 1. OcTpoTa 3peHus1 NAUMEHTOB-AILOMHOCOB 0€3
KOPPEKIHH.

0OJIbIIMHCTBA OOJbHBIX. CpeHee 3HaUeHe OCTPOTHI 3pe-
Hus 6e3 Koppekunu coctaBuiio 0,14+0,08, ¢ ontumaabHOM
ontuyeckoil koppekuueit — 0,25+0,11, yTo GbUIO TOCTO-
BepHO paznmuaHo (p<0,05).
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Puc. 2. OcTpoTa 3peHus1 NALMEHTOB-AJILOMHOCOB C
ONTHYECKOI KOppeKuueii.

V¥ 2,2% GONBHBIX OCTPOTA 3PEHUS ¢ KOPPEKIIME TTOBBI-
cuiach Ha 0,6-0,9 nenie y 2,2% — Ha 0,3-0,6. B ocHOBHOM
OTMEYaJIOCh ITOBBIIIEHNE OCTPOTHI 3peHus Ha 0,01-0,3 —y
60,8% GonpHBIX. He M3MeHMIach OCTpOTa 3peHUsT BCIIEI-
CTBHE OINTUYECKOM KoppeKLun y 34,8% GonabHBIX (puc. 3).
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0

4o 0.1 0,1-0,3 0,6-09
OcTpora 3peHHn
Puc. 3. BausiHue KOpPpeKIMH HA OCTPOTY 3PEHHS MALMEHTOB-
aJbOUHOCOB.

YV Bcex 00ce10BaHHbBIX OOJIbHBIX-ATBOMHOCOB UMETUCH
aHOMaJIM pedpakiy. DMMETPONMYecKoi pedhpakiuu He
on10. TIpeobnanaia Myuonudeckas: pedppakius (26 rias,
56,5%), ruriepmeTponueckasi pedpakiiyst umenach Ha 20

OnpocTo W CMENREHHLE B CI0RHLE
18,5%

26%0

Puc. 4. Bunpl acTirMaTu3mMa y nainmeHToB-ajib0MHOCOB.
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mazax (43,5%). Acturmatusm Habsofancsd Ha 27 miasax B
58,7% ciydaeB, cpenHee 3HaY€HME CTEIIEHU aCTUTMaTH3Ma
6bU10 3,311,58 amrp. JlaHHbBIE 11O BUAY M CTEIICHN aCTUTMATH3-
Ma y OOJTbHBIX-aJTlOMHOCOB OTPaXKEHbI HAa PUCYHKax 4 1 5.

EIJIETKOH CTEIIEHH [J cpeaHeH CTEleHH

M BRICOKOH CTEIIEHH

7.4% 48.2%

44,4%

Puc. 5. CreneHb acTurMaTusma y nauueﬂTos-a.anuHocos.

Y Bcex 00IbHBIX HAOMIONAJICS HUCTarM, B OCHOBHOM B
BUJIE MEJIKOPa3MaIlllCTOT0, TOPU3OHTAIILHOTO.

AJNBOMHN3M TIPECTABISIET COO0I reHETUIYECKH JAeTep-
MMHUPOBaHHOE 3a00JIeBaHME C FeTepOreHHbIM Hacaen0Ba-
HMEM Yallle BCETO IO ayTOCOMHO-PELIECCUBHOMY THITY. DTO
0O3HayaerT, 4To 3a00JieBaH1e€ BO3HUKAET y peOeHKa, KOTOPhIi
TOJIYYMJI TIO TeHY ¢ MyTaliueil oT oboux poautesnei. [haz-
Has hopMa aJIbOMHKU3MA MOXKET HACJeI0BaThCS TOJIbKO IO
perieccuBHOMY X-CIIETUICHHOMY THITy — 3a0oJieBaHMe Ha-
OJo/1aeTCsl y My>KUMH-POJCTBEHHMKOB MpobaHa Mo MaTe-
puHcKoii muHuu [1,4,5,6,7,10].

Ha 6a3e uMMmyHoreHeTnueckoii Jaboparopuu Pecry6-
JINKAHCKOM 00JIbHULIBI N 3 HamMU TeHealornueckn ooce-
IIoBaHbI 14 0OJBHBIX KOPEHHOI HAlLIMOHAJIbBHOCTH, CTpada-
JOIIMX TJIa30-KOXHBIM aJIbOMHU3MOM. Y 12 OOJIbHBIX BbI-
SIBJICH TJ1a30-KOXXHBIN aJIbOMHU3M, HACIeIOBaBIIMIACS 1O
AyTOCOMHO-PEIIECCUBHOMY THUITY, Y OCTAJIbHBIX 2 TeHeasIo-
TMYECKOM CBSI3U BbISIBUTH HE yAanoch. PomocioBHast BbIsSIB-
JIECHHOTO THUIIa HaCJIeIOBaHUS TIPECTaBlIeHa Ha TIpuMepe
TeHeaJIorMYecKoro aepeBa 60JbHOro-aibonHoca 1998 rona
POXIEeHUsI, TIe 3a001eBaHKe TPOCIIEKUBAETCS IO TOPU30H-
TaJIu U MOBTOPSIETCS] Yepe3 OJHO WM HECKOJIBKO TTOKOJIe-
Huii (puc. 6).

A 199rp.

Puc. 6. T'eneanornyeckoe nepeBo nanuenta-aabouHoca (1998 r.p.).

Takum obGpazoM, Oosiee BbICOKAsI 4aCTOTa BCTpeYaeMo-
CTU aJIbOMHU3MA Y JIML KOPEHHO! HauMoHaibHOCTH Pec-
nyouky ThiBa 00yCIOBIMBAET aKTYaJIbHOCTD U3YUEHUST €T
PaCIIPOCTPAHEHHOCTU U KJIMHUYECKUX MposiBieHui. [1na-
HUpYeMOoe MPOBeJcHUE KOMIUIEKCHOTO O(PTaTbMOJIOTHYeC-
KOro 00C/IeIOBaHUs THIBUHIIEB-AJIOMHOCOB C LIEJIBIO BbI-
SIBJICHUSI XapaKTePHOT0 (DYHKIIMOHAIbHOTO CUMIITTOMOKOM-
IUIEKCa TMO3BOJIMT pa3paboTaTh ONTUMAJIbHbBIC JUATHOCTH-
YyecKue U JieueOHbIe MepOIpUsTHS B yeaoBUsX Pecryonm-
ku ThIBa.
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ALBINISM IN ASIAN PATIENTS OF THE REPUBLIC TYVA

A.Kh. Delger, L.Ch. Spiridonova, O.S. Omzar
(Krasnoyarsk State Medical Academy, Central Bureau of Medicine and Social Examination of Republics Tyva,
Republican Hospital Ne 3 Immuno-Genetic Laboratory)

Are investigated the prevalence and clinical displays of albinism in Tyvinians. 27 patients with the oculocutaneous form
of albinism aged from 3 to 48 years, indigenous inhabitants of Republic Tyva have been surveyed. Is established, that in
Tyvinians the frequency of albinism amounts to 1:8715 and all Tyvinians-albino are observed with infringement of visual
functions. The high frequency of spreading of albinism in the persons of indigenous nationality of Republic Tyva determines
the necessity of study of this prevalence and clinical displays.
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O EHKA DOPEKTUBHOCTHU JIEYEHUA XPOHUYECKOI'O
KATAPAJIBHOI'O TMHT'BUTA Y JIUII MOJIOAOTI'O BO3PACTA
ITPETTIAPATOM «HEOCEJIEH» C ITIOMOIIBIO YJIBTPA3BYKOBOMU
JOIIIIIEPOTPAOUN

10.B. Kyxapenko, A.B. beaoycos

(YuTtrHCcKast rocyiapcTBeHHasi MeAMIIMHCKAsT aKaaeMusi, peKTop — A.M.H., mpod. A.B. ToBopuH, kadeapa croMaTtoioruu
®IIK u IIIIC, 3aB. — n.M.H., npod. B.B. 300H1H)

Pestome. B samuonamoeenese 3a601e6anuii napoooHma 00HUM U3 6e0YUIUX 36€HbEE A6AACMCS HapyuleHUe 2eMOOUHAMUKYU COCY-
006 napodoHma u depuyum aHMUOKCUOaHmMo8 @ opeanusme uenosexka. llpumenenus npenapama «Heocenen» 6 komnaexchoil
mepanuu XpoHu4eckK020 2UHeUBUMa NPUBOOUM K CHUNCEHUIO 80CNAAUMEAbHO20 NPOUECCd, HOPMAAU3AUUY 2eMOOUHAMUKU COCY-

006 napodorHma.

Karoueevie caosa: XpOHI/MeCKHI/Vl cureueum, eemoauﬂamulca, CEe/IEH.

B Hacros1iee BpeMsi 0nHOM M3 OCHOBHBIX ITPO0JIEM CTO-
MAaTOJIOTUH OCTAIOTCS BOITPOCHI M3yYeHUS 3TUOIATOTeHe3a
Y NIOBbILLIEHUS 3¢ GEKTUBHOCTU MPODUIAKTUKHI U JICUSHUST
BOCTIAJIUTENIBHBIX 3a00JIeBaHUI TTapOIOHTa. AKTYaTbHOCTD
BoIIpoca 00YCJIOB/IEHA BBICOKOI YaCTOTON yKa3aHHbIX Ia-
TOJIOTMYECKUX COCTOSIHUIA, 110 AaHHbIM BO3 (1995) y nun
MOJIOIOTo Bo3pacTa gocturaet 80-85%.

Haubonee pacripocTpaHeHHO# HO30JIOTYECKOM Gop-
MOI B COBPEMEHHOI MapOIOHTOIOTUU SIBJISIETCS BOCTIase-
HMeE JeCHBI — TMHTUBUT, MPUBOISIINI K MTOSIBICHUIO B 3y-
0O0YETIOCTHOI CUCTeMe 04aroB XpOHUYECKONH MHTOKCUKA-
LIMM, CHIDKEHUIO PEaKTUBHOCTH OPTaHM3Ma, IMOSBICHUIO
aJlJlepru3aluu, a B UTore — najaeHue paboTocrnocoOHOCTH,
HapylieHre TICUX0-3MOLMOHATBLHOMN chephl U CHUXKEHUE
KavyecTBa XXM3HU OOJIbHBIX.

HenocrarouHoe 3HaHMe MEXaHU3MOB Pa3BUTHS 3a00J1e-
BaHWI MapoJOHTa — 3TO, 6€3yCI0BHO, TEPBONPUINHA HU3-
Ko# 3(P(HEeKTUBHOCTU UCITOJb3YeMbIX METOMIOB JICUeHUS,
Ha3HaYeHUEe KOTOPBIX HE JAeT 3a4acTyl0 CTOMKOM peMuc-

cuu. B maroreHese 3a001eBaHMi1 TApOIOHTA OTHUM U3 OC-
HOBHBIX MEXaHW3MOB Pa3BUTHS BOCTIAIMTEILHON PeaKLIMu
SIBJISTIOTCSl HAPYIIEHUS B CUCTEMe TeMOAMHAMUKU W MUK-
POLIMPKYJISIIUU COCYIOB MAPOJOHTA, KOTOPbIE 00YCIIOBIIE-
HBI pSAIOM (haKTOPOB, B TOM YKCJIE TUTIOKCUYECKOM TUITOK-
CHeil ¥ TUTIOTepMUEN B YCIIOBUSIX PE3KO-KOHTMHEHTAJIBHOTO
KinumaTa 3abarikanbs [1].

BeccriopHbIM B aTHONATOreHe3e 3a00/IeBaHUI MapOIOH-
Ta sIBJIsIeTCsl 1eOULIMT aHTUOKCHAIAHTOB B OpraHU3Me 4esio-
Beka. CrucreMa aHTUOKCUIAHTHOM 3alllTHI SIBJISIETCST BaXK-
HBIM 3B€HOM He TOJIbKO B 00€3BpEKMBaHNN CBOOOIHBIX pa-
JIMKAJIOB, HO ¥ MIPUHUMAET yJacTHe B peaklMsiX MHOTUX Me-
Ta0OJIMYECKUX TIPOLIECCOB. BaskHbIM 3JIEMEHTOM aHTUPAIU-
KaJIbHOM 3alllUThI CITY>KUT CeeH KaK KOMITOHEHT CeJieH3a-
BUCHMOI TIIyTaTMOHIIEpOKCUaasbl. Kpome Toro, peryssimst
MePeKUCHOTO OKMCICHUS JIMMTUI0B MeMOpaH MOXeT peain-
30BaThCs CEJICHOM 1 0€3 MPUBJICUEHUS IJIyTaTUOHTIEPOKCHU-
Ja3HOTo MexaHu3Ma yrum3aiuu nepekuceii (L. Flohe, 1997;
A.V. Skalny, 2002; JI.A. Mununa, 2003). B murepartype nme-
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