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BBegenue. Temodpwiusa A ([A) - pacmpocTpaHeHHOe
X-cuenyieHHOe reHeTH4YecKoe 3a6osieBanue (okoso 1 Ha 5000 my»x-
YHH), 06YCJI0BJIEHHOE OTCYTCTBHEM WU edpeKkTaMu paKTopa CBEp-
ThiBaeMocTH KpoBU FVIII, kogupyemoro reHom F8. ['eHeTuueckue
HapyIlleHWs, TPUBOAALYe K ['A, B 60JbIIMHCTBE CBOEM YHUKA/IbHBI
3a UCKJIIOYeHHeM JIBYX YacTO MMOBTOPSAIOLIUXCS UHBEPCUH B 06/1aCTH
uHTpoHOB 22 (inv22) u 1 (inv1l), obycnaBauBatomux okoso 50% u
5% cay4aeB TsKes10# ['A, COOTBETCTBEHHO.

Lesb. OnpesiesieHUe cClieKTpa MyTaLui B reHe F8, xapakTepHoro
2151 60/1bHBIX A B Poccuy, ¥ onTHMH3aL s Ha ero OCHOBE a/ITOPHUT-
Ma MOJIEKYJIIPHOM INarHOCTUKH 3TOr0 3a60JIeBaHUS.

Marepuanbl 4 MeToAbl. MaTepuas oT 60/bHBIX ['A U pejcTa-
BUTeJEH UX ceMel GblJ COGPAaH B paMKax MHOTOJIETHEH paboThl 110
MoJieKysipHOH fuarHoctuke I'A B Poccuu. Totanpnyto JIHK Beize-
JISIM U3 LieJIbHOM KPOBH U CYyXUX NATEH KPOBHU C NOMOILbI0 GeHOoJI-
xJ0podopMHoro Metoza. [Ipu noucke Mytanui B rede F8 y 60sb-
HBIX ¢ TsKes1oH Gopmoit ['A cHavasa mpoBepsiIv Halln4Ke HHBEPCUH
inv22 u inv1, nocse 4ero JJisl TeX, y KOrO OHU He ObLJIM BbISIBJEHBI,
NPOBOAMJIM CEKBeHUPOBaHHe N0 MeToAy C3Hrepa BceX 3K30HOB U
3K30H-UHTPOHHBIX couseHeHUH reHa F8. Y nanueHTOB co cpepHeit
u jierkoit ¢opmamu ['A cpasy HauMHAIU MOUCK MyTalUil CEKBEHU-
poBaHHeM. [IpoTskeHHble Aesleliuy ONpefesad M0 YCTOMYMBOMY
OTCYTCTBUIO aMIIMQUKALUU OTAENbHBIX 3K30HOB IPH YCIELTHOH
aMnIMUKaL U APYTHX.

Pe3ynbraThl. B HcciefoBaHue ObLIM BKJIIOYEHBI 275 ceMei,
3aTpoHyThIX ['A. CeMbu ObLIM HpejcTaBJeHbl Npobangamu (250),
06JINTaTHBIMM HOCUTeJIbHULAMU 3a60JleBaHUs B C/IyvasX, Korja
MaTepHasl OT Mpo6aHA0B ObLT HeJOCTYIEeH (21), a TakXkKe B YeThIpex
caydasx - KeHIMHaMu, 6obHbIME [A. ®opma 'A 6blia U3BecTHa
s 249 cemell, 60JBLIIMHCTBO U3 HUX UMeJIo Tshkeayo gopmy A
(N=220, 88%), B To BpeMsl Kak 0OJIbHBIX C JIETKOH U cpefHel dop-
MaMH ObLJI0 3HAUUTesbHO MeHble (N=6 (3%) u N=23 (9%), coor-
BeTCTBeHHO). B 84 cny4asx (30% BbI60pKH) 6b1J10 H3BECTHO O HAJIU-
YUY ceMelHOU UcTopuH ['A, B 0CTa/IbHBIX CIyYasx JaHHBIX O APYTHX
60s1bHBIX ['A B cocTaBe ceMbH He 6bu10. [ 270 manueHTOB U3 275
HaM y/Jja/loch BbISIBUTb HapylleHUs B reHe F8, ocTaBumecs naTh na-
IIMEHTOB CTPajJau Tskesn0i popmoit A, ofiHAaKO CEKBEHHpPOBaHHeE
BceX QYHKIMOHAJIbHO 3HAYMMBIX Y4acTKOB reHa F8 He BbIABUIIO HU-
KaKUX OTKJIOHEHUH OT HOPMbI; TAKXKE Y HUX HE ObLIM 0GHAPYKEHBI
inv22 u invl. TakuM 06pa3oM, COIJIACHO HALIUM JJAHHBIM, COUeTaHHE
NpoBepKHU Ha inv22 u invl ¢ cekBeHnpoBaHueM o MeToAy CaHre-

pa NMO3BOJIIET YCHEIHO MJeHTHOULUPOBATh FeHHOe HapylleHHe
B 98% ciy4daeB 'A. B Tex ciyyasix, Korjja HapylleHue He ObLIO BbI-
sBJIeHO, A MOXXeT BbI3bIBATbCS IMIyOOKUMU UHTPOHHBIMH MyTalii-
SIMH, HeCTaH/IapPTHBIMY HHBEPCUSIMH U Y IJIMKALUSIMU GparMeHTOB
reHa. B ucciejoBaHHO! BbIGOPKeE MAljHEHTOB ObLIO BhIsIBAEHO 137
cny4aeB inv22; assa 123 U3 HUX ycTaHOBJEeHA Tshkénasa ¢popma A,
T.e. yacToTa inv22 coctaBusia 56% oT Yuc/Ia cay4yaeB TsaxKesoi [A B
BBIOOPKE, YTO COOTBETCTBYET JIMTEPATYpPHBIM JaHHBIM. BbLI0 BBI-
siBJieHo 9 caydaes invl U 3 cayyas invl, conpskeHHOH ¢ Aenenuen
WY AyIUIMKaLMed IpuJeXalliux perMoHoB. [IoMUMO 4acThIX HH-
BepCUI, BBIAIBJIEHO 96 pa3/IMUHbIX TeHeTUYeCKUX HapylieHui, 90 u3
HUX NPeJCTaBJIsIU COO0M ToYeuHble AedeKThl (MUCCEHC-MYTalUHY,
MUKpOZeJIeL 1, MUKpOuHcepLuH, indel BapuaHTbl), 61 U3 KOTOPBIX
He ObUIM paHee ONKCaHBI B MUPOBOM sinTeparype. Takxe BbIsBIIe-
HO 0ATb 60s1bIIKX Aenenuit (1,8% oT o61weit Bei6opku WiH 2,3% oT
quca 60sIbHBIX C TsKe0H A) ¢ yaajieHueM OT OJHOTO [0 BOCBMU
9K30HOB; B TpeX CJIy4asx U3 NATH B GOPMUPOBAHUE JAeJelUU ObLI
BOBJIEYEH UHTPOH 6, B [IBYX OCTaBLIUXCA — UHTPOH 22. Y 0JHOTO U3
NaLYEeHTOB ObLJIO BBISABJEHO IeHETHYECKOE HapylleHHe HesCHOU
NPUPO/ibI, BKJIIOYAIOIlee pa3pblB B 3k30He 14; BO3MOXHO, UMeJia
MecTo KpymnHasi uHBepcus. Tosibko 12 MyTanuii, TOMUMO YaCThIX UH-
BEPCUH, BCTPeYaInCh GoJiee OJHOTO Pasa, OCTajlbHble HApYIIEeHHUs
ObLIM YHUKA/IbHBL Y CeMU U3 BOCbMH MaleHTOB U3 CBEPAJI0BCKOH
o6.s1actu c sierkoi ¢popmoii ['A 6bl1a BeisiBJieHa 3aMeHa p.His634Arg
B 3K30He 12, yHUKaJibHad AJs 3TOTO pervoHa. Takke HeCKOJBbKO
pa3s BCTPETHUJINCh MHCEPIIVH U JieJIeiH HYKJIeOTHOB B COCTABE 110-
JIMaZIeHUHOBBIX TPAKTOB B 3K30He 14, HaliieHHble cyMMapHO B 10
ceMbsIX. U3 yeThbIpex KeHILIMH, UMeBIIUX KJIMHUYECKHe TPOSABJIeHUs
['A, B Tpex ciy4yasix HaM yZajJoCh BBIABUTH MYTalMI0 B COYETAHUH
C aCUMMeTpPUYHOW MHAKTHBalueil X-xpoMocoMbl. B ofHOM ciiydae
ObLJIY BBISIBJIEHBI IB€ MyTaLUH.

BeiBogbl. Onpe/iesieHHbIE HAaMH YaCTOThI BCTPEYaeMOCTH HH-
Bepcuii inv22 u invl COOTBETCTBYIOT OMMCAHHBIM AJIs1 APYTHUX MO-
nyaauuit. YacToTa MyTalui, He BbISB/AsSEMBbIX COYETaHHEM MOUC-
Ka inv22 u invl u cexkBenupoBaHueM no CaHrepy coctasiseT 2%.
YacToTa 60/bLIKX Jeelldi cpefiu 60JbHBIX C TsKes0i dopmoii [A
TaKXe CoCTaBJsAeT 0KoJ10 2%. /I manyueHToB c Jierkod ¢popmoii I'A,
MPOUCXOJAIINX U3 YpanbCKOr0 perioHa, CEKBeHHPOBaHME 3K30Ha
12 npejcTaBJisieTcs 1eJ1eCO06Pa3HbIM IIEPBBIM LIaroM.
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CEMEWMHBIN CJIYYAYX MYTALIMH TEHA MYH9, CBA3AHHOM C HAPYIIEHUEM CTPYKTYPhI U
®YHKIIMU TPOMBOLIUTOB
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BBegenue. Mytanuu B rene MYH9, kogupylomero cy6beAnHU-
LIy HeMbILIeYHOTo MUo3uHa [IA, HapywaT JUHAMUKY LIUTOCKesIeTa
B MerakapuoLUTaX, BbI3blBasi MaKpOTPOMOGOLUTONEHHIO, YACTO C
KpOBOTeYeHHEM, MeXaHU3M KOTOPOr0 CBSI3aH C TPOMGOLUTAMH, HO
J10 KOHL|A He SICEH.

Lenb. M3yyuTb CTPyKTypy U OYHKLMOHAJIbHOE COCTOSIHUE
TPOMGOLUTOB y YJIEHOB CEMbH C JOKYMEHTHUPOBAHHOW MyTaunuen
reHa MYHO.

MeTtoapbl. O6cieloBaHbl IPOGAHJ, ee cecTpa U UX MaTb C MpU-
3HaKaM{ CeMeHHON MaKpOTpPOOOLUTONEHUH U reMOpparuyecKoro
cuHipoMa. [eMartosiornyeckoe o6ciefoBanre Briawdano 0AK, ma-
30K KpOBH, NIPOTOYHYH LUTOMETPHUI0 TPOMOOLUTOB (3KCIpeccus
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P-cenextnna u aktuBHoro unHterpuHa allbf3 o u mocne TRAP-
WH/YLMPOBAaHHOM aKTUBALMU), KUHETUKY PEeTPaKLHU CIYCTKOB
KPOBH, a TaKXe CKaHUPYIOILYI0 ¥ TPAaHCMHUCCUOHHYO 3/IeKTPOHHYO
MHKPOCKONHUI0 TPOMGOLUTOB. [eHeTHYeCKUi aHa/IM3 OCHOBAaH Ha
CEeKBEHHPOBAHUU 3K30HOB reHa MYHO.

Pe3synsraThl. HecMoTpst Ha TpoMGouuTtoneHuto (36x 10°/n y
npo6anza, 55x 10°/x y cectpsl, 83x 10°/n1 y MaTepu), HA MOMEHT
006c/IeJ0BaHUS HU ¥ KOI'0 U3 MAIlEHTOK He 6blJI0 KPOBOTOUMBOCTH,
XOTSl B aHaMHe3e GblIM 06UJIbHble MEHCTPYalllH, CIOHTAHHbIE 3K-
XUMO3bl U NOCJIePOAioBble KpoBOTedeHUs. B Maskax nepudepuye-
CKOH KpOBM 006C/IeJOBaHHBIX MPHUCYTCTBOBAIM TPOMOOLUTHI 6OJIb-
IIOT0 ¥ TMTAaHTCKOrO pa3MepoB. B eIUHUYHBIX CerMeHTOsAAePHbIX
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KJIeTKax BCTPeYa/]HCh MEHUCTOCTb M 6a30Quinsd LUTOIJIA3MBbl, a
TaKXe CBETJIO-T0JIyOble IUTONIa3MaTHYeCKHe BKIIOYEHUsI BepeTe-
HOBH/JHOM WJIM HellpaBU/IbHOM GOPMBI, 4aCTO NpUJIerarwliye K MeM-
6paHe kjeTkH (Tesbia Jlese). CeMeitHass MaKpOTPOMOGOIUTONIEHHUS
B COYETAHUM C LUTOIIa3MaTUYeCKUMH BKIIOUEHUSIMU B JIeHKOLHU-
Tax TUIUYHBI A1 JepekToB reHa MYH9 u nocayxuim ocHoBaHU-
eM [IJ1s MOJIEKY/IAPHO-TeHEeTHYeCKOro ucciefoBanus. OGHapyxeHa
reTepo3uroTHas MyTtauus R1933X B rene MYH9, xapakTepHas a1
aHoMasiuu Mas-XerrnuHa Uiy cuiapoma CebacTbsiHa. CTeneHb KOH-
TPAKLMH CTYCTKOB KPOBH Obl1a yMEePEeHHO CHWXKEHHOH y mpobaH/a
U ee CecTpbl U HOpMa/lbHOU y MaTepH. [IpoToyHast LUTOMETPHS BbI-
sIBUJIa QOHOBYIO aKTUBALUI0 HECTUMYJIUPOBAaHHBIX TDOMOOLUTOB ¥
BCeX NAllMeHTOK, BbIABJIEHHYIO 10 aHOMaJIbHO BBICOKOH 3KCIIPeCCUH
P-cenektuna u akTuBHOro uHTerpuHa allbB3. [locie cTumynsauuy,
Hao60pOT, 051 TPOMOGOLUTOB, IKCIPECCUPYIOLIMX P-cenekTuH, y
npo6aH/ia U ee CeCTPhI OblJIa HIDKE, 4eM B KOHTPOJIE, YTO yKa3bIBaeT

Ha YaCTHYHYI0 pPedpaKTepHOCTh, WM CHWKEHHYI0 PEaKTHBHOCTD,
TPOMOOLUTOB. JJIEKTPOHHAsT MUKPOCKOMHUSI BbISIBHJIA YBeJUYEHHE
pa3Mepa TPOMOOLUTOB ¥ 06C/I€A0BaHHBIX NALMEHTOK U BbIpaXKeH-
Hble YJIbTPACTPYKTYPHbIE H3MEHEHHs, TaKhe KaK MHOXXeCTBEHHbIe
buI0NOANHN U pacliipeHre OTKPbITOM KaHA/IbLEBOM CUCTEMBI, CO-
Jlepkalieil HUTeBU/HBIE U BE3UKYJIsIpHbIE BKJII0YEHHS.

BbiBoabl. MyTanus rena MYH9, faxe reTepo3uroTtHas, cBs3aHa
He TOJIbKO C TPOMGOLUTONEHHUEH, HO U C KAYeCTBEHHBIMHU CTPYKTYP-
HO-QYHKLMOHA/NBHBIMU JiedeKTaMUu TPOMGOLUTOB. [IpusHaku ¢o-
HOBOHM aKTHBALMX TPOMOOIMTOB NapaZoKcaJbHBIM 00pa3oM code-
TAIOTCS C UX YACTUYHOH pedpaKTepHOCTHIO, @ TAKXKE C HAPYILIEHHEM
KOHTPAKLMH CTYCTKOB KPOBH, YTO MOXET CIOCO6CTBOBATh KPOBOTO-
YMBOCTH NPH 3ab60sIeBaHUAX, ACCOLMUPOBAHHBIX ¢ MyTalMel reHa
MYHO. O6cneioBaHue mpoBefieHO ¢ UHGOPMUPOBAHHOTO COTJIACHUs
06c/1eJ0BaHHBIX U pa3peLieHust ITUYecKoro komureTra KOY.
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CIIEKTP AHOMAJIBHBIX TEMOIVZIOBMHOB Y IIAHIUEHTOB, IIPOKUBAIOLIIUX HA
TEPPUTOPUHU POCCHUU
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BBeaeHue. HaciejcTBeHHble TeMOIIOOMHONATHH SBAAIOTCA
HauboJiee pacpoCcTpaHEHHBIMY MOHOTE€HHBIMU 3a60/1eBaHUSMU BO
BceM MHpe. OHU yallle BCTpeyarTcs B cTpaHax Cpeu3eMHOMODbS,
[lepenneit u 0ro-Bocrounodt A3uu, AQpHKH, YTO, KaK CUUTAETCH,
WCTOPUYECKH CONPSDKEHO C pacHpoCTPaHEeHHWEM Massipud B 3THX
pernoHax. OfHaKo B CBSI3M aKTHUBHBIMU IpollecCaMM MHIpPaLUH
HaceJleHUs NMATOJIOTMM IeMOIVIOGMHA PAacIpOCTPAHUIUCh BO BCEM
MHpE, B YaCTHOCTH B Poccuu. AHOMasIbHbIE FeMOTJIOOUHBI SABJISIOT-
cs1 oHOU U3 GOpM reMOIVIOGUHONATHI U BO3HUKAIOT B pe3y/ibTaTe
MyTalMi B reHax pa3HbIx lenel ro6uHa (HBA1, HBA2, HBB, HBG1,
HBG2, HBD). BcieacTBue MyTanuu HM3MeHsieTC CTaOUJIBHOCTb
remorsio6uHa (Hb) u/uau ero cpofcTBO K KUCJIOPOAY, a TaKXkKe ero
anekTpodopeTrdeckass MOJBUKHOCTb H3-3a BHJOU3MEHEHHOU
CTPYKTYpHI beJika.

Henaw. OnucaTb cnekTp MyTalUi, IPUBOJAIIMX K BO3SHUKHOBe-
HHI0 aHOMaJIbHBIX reMOTJIOGMHOB, y NALMeHTOB Pa3HOM 3ITHUYECKOH
NpPUHAAIEKHOCTH.

MaTepuansl 1 MeTOAbl. B sa6opaTopuy reHHON MHXeHepUU
®I'BY «<HMUII remaTosiorun» 3a nepuoz ¢ 1999 no 2022 rr. 6b11u
BbISIBJIEHBI 758 HEPOACTBEHHbBIX NALMEHTOB C AedeKTaMu [JI06UHO-
BBbIX reHOB. MyTanuy, NpuBoAslLiYe K 06pa30BaHUI0 aHOMa/bHbIX
reMOIJI00MHOB, GbIJIM HalZIeHb! y 63 U3 HUX, Y OCTaJbHBIX MyTallMH
06ycaaBaMBaIy TasacceMuio. [laliieHThbI - HOCUTEX AaHOMAaJIbHOTO
reMorJ06MHa 3STHUYECKU NPOUCXOAUIN U3 Poccuy, cTpaH 3akaBKa-
3bs ¥ CpesiHelt Asu. Takke GblIM 06C/1€0BaHbl €JMHUYHbIE NIpeJ-
craButesau l0ro-BoctouHoit Asuu u AdpHUKaHCKOrO KOHTHHEHTA.
Pa6ota npoBozaunace Ha JHK, BblfeneHHON U KieToK nepudepu-
yeckod KpoBU. CeKBEHUPOBaHHUeE KJII0YeBbIX y4acTKoOB reHoB HBA1,
HBAZ2, HBB ocywectBasiocs no Mmetoay CaHrepa.

PesynbraThl. boliu BhisiBleHbl 28 pa3HbIX MyTalUl, IPUBOJS-
IMX K 00pa30BaHMI0 aHOMAJIbHBIX [MIO6MHOB. U3 HUX 26 JIoKaIu-
30BaHbI B TeHe Geta-rio6uHa (HBB), onHa - B reHe anbda-riio6uHa
(HBAZ2), ewie oHa siB/IsieTCSl KPYIHOH Jeeliiell, 3IMMUHUpYOLIen
renbl HBB u HBD, B pe3ysibTaTe yero o6pasyercsi rubpuHbId (Xu-
MepHBbIN) BapuaHT rno6uHa (Hb Lepore). OfHa TpeTh manueHTOB
(31,7%) ABAsIIMCH HOCUTEJISAMH FeMOTJIOOMHA S, 06yc/IaBaUBaloLIe-
ro pa3BUTHE CEPNIOBUAHOKIETOYHON aHeMHH. JlaHHbIH BapraHT Hb
- HbS (p.Glu6Val) - BcTpeyasics B reTepo3uroTHoit popme (8), B ro-
MO3UToTHOU $popMe (3), B coueTaHUU Cc 6eTa-TajacceMUYECKUMU My-
TagusaMi (7), a TaKKe B COYETAHUU C APYrUM aHoManbHbIM Hb - Hb
D-Los Angeles (p.Glu121GIn) (2). Hocutensmu reMorsio61Ha S npes-
CKa3yeMo ObIIM BbIXO/ bl U3 aQPUKaHCKUX CTPaH, HO 60JIBIIMHCTBO

NaLMeHTOB C 3TOHW HAaToJOrMed B W3y4aeMOW rpyInie SBJIAJUCH
NpeACTaBUTEIIMU KaBKa3CKUX Hapo/l0B (a3epbaii/KaHIbl, HAPOAbI
JlarectaHa, yeyeHlpl U Ap.). Bropoe MecTo no 4acrore BCTpevae-
MOCTH NpHHaAexano remorno6uHamM Hb Monroe (p.Arg30Thr) u
Hb D-Los Angeles (o 9.5% cooTBeTcTBeHHO). OfUH U3 HOCUTeeH
Hb Monroe 6511 Takke HocuTeseM Hb Knossos (p.Ala27Ser). U kak
ObLJIO YIOMSIHYTO BbIlle, /iBa NanyeHTa codeTanu B ce6e Hb D-Los
Angeles u Hb S. 06a 3Ti nauueHTa UMesnu azepOaiPKaHCKUe KOp-
HU. AHOMasbHBIN remMorio6uH E (p.Glu26Lys) uaeHTudunrupoBan
y 5 nanuenToB (7,9%). ToNbKO OAMH U3 HUX ObLI IreTepPO3UTOTHBIM
HocuTesieM MyTanuu (U3 Poccun), 1Boe GbLIM TOMO3UTOTHBIMHU HO-
CUTEJISIMY, a ellé ABoe NpeAcTaBsau coboi komnayHzab! Hb E u Ge-
Ta-TajacceMUyecKux MyTauui. [locneaHue 4 60JbHBIX TPOUCXOAHU-
Jiu u3 ctpaH Asuu (Taiinang, Apranucras, TapxukucTtas, BeeTHam).
MyTauuu, npuBogsiye kK o6pasosanuto Hb Kéln (p.Val98Met) u Hb
Hasharon (HBA2: p.Asp47His), BcTpeTunucek o Tpu pasa. [emMorsio-
6uH Hasharon 6bu1 e[UHCTBEHHBIM aHOMa/bHBIM Hb, 06yciioByieH-
HbIM MyTaLKel B rede ajabda-riobuHa. [lo umerouumcs jaHHeiM, Hb
Hasharon pacnpocTpaHeH cpean eBpeeB AlKeHa3u. AHOMaJIbHBIH
remorsio6uH Hb Showa-Yakushiji (p.Leu110Pro) 6511 06Hapy»eH y
JByX nanueHToB ¢ KaBkasa. /IBa/juaTh OJUH BapHaHT reMoOrIo0uU-
Ha OTMeYeH eJIMHOX/bI B IPe/CTaBJeHHON Koropre 60/bHBIX. /[Be
MozauduKkanuu Gerta-robrHa - p.Thr50Ile u p.31_37delLeu-Leu-
Val-Val-Tyr-Pro-Trp paHee B MUpPOBOM MONYJISILMK He BCTPEYAIHUCD.
WHTepeceH cnyvail o6HapyxeHus myTtauuu HBB: p.Leul41Arg (Hb
Olmsted) y MasnburKa U3 TPy3UHCKON ceMbH. ETo poauTenu He sB-
JISIJIUCb HOCUTEJISIMUA MyTallMK, TO eCTh OHA BO3HUKJIA y pebeHKa de
novo. AHaJIOTHYHbBIE CJyYyaH AJIS 3TOrO U HEKOTOPBIX JPYIUX aHO-
MaJIbHBIX 'eMOIJIO6MHOB ObIJIM ONMHMCaHbI paHee.

BbIBOADI. BbIsIBJIEHHBIH B JAHHOM HMCC/I€A0BAHUY CIEKTP aHO-
MaJIbHBIX T'eMOIJIOGMHOB INpeJjcTaBjeH 53-Ms Pa3JWYHBIMHU Ba-
puaHTamu. HyksieoTu/Hble 3aMeHbl, BbI3bIBAlOLIMe aHOMaJIbHble
reMOIJIOOMHBI, BCTPETU/IUCh KaK B FeTEPO3UTOTHON dopMe, TakK U
B TOMO3HIOTHOH, a TaKXKe B COYETAHUH C TaJlaCCEMHUYECKUMHU My-
TaLMAMH, 4TO GoJlee XapaKTepHO /s PErMOHOB «3HAEMHUYHBIX» 110
TanacceMuu. HanGoJsiee pacnpocTpaHeHHbIM BapUaHTOM aHOMaslb-
Horo reMorsio61Ha okasascs Hb S, cpeau Hacesnenus Poccuu oH oco-
OGEeHHO YacTO BCTPEYAeTCsl Y KAaBKA3CKUX HApOo/[0B. AHOMAJIbHbBIN Te-
MOrI06MH E xapaKTepeH /11 BBIXOALEB U3 a3MATCKUX [OCYapCTB.
OmnucaH ciyyait Bo3HMKHOBeHUs1 de novo remorso6uHa Olmsted, a
TaK»Ke /IBa HOBbIX aHOMaJIbHbIX Hb.
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