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AHHOmMauuA’. 6 OAHHOU cMamve paccCMOmMpeH NPoOYecc HACIeO08AHUSA 2eMODu-
auu. Jlano onucauue xapaxkmepHuiM ocobenHocmam eemoghunuu. Ilpedcmasnenvl
Gopmbl OoNe3HU 8 3A8UCUMOCIIU OM CMeNneHU U nocieocmeautl 0isi opeauzma. Ooo-

3HAYEeHbl NOOMunsl 0OJIe3HU.

Kniouegvle cnoea: cemopunus, xpomocom, nonio8as Xpomocoma, 8PO#COEHHOe

36160]166’61Hu€, ce6epmbleaemMocnib Kpoeu.

'emoduust — 5T0 TeHETHYECKU 00YCIOBICHHOE 3a00JIeBaHKE, 32 KOTOPOE OTBE-
YaeT JIMIIb OJIUH ITeH B X-XpOMOCOME, OHO XapaKTEPHU3yeTCs TUIOXOW CBEpThIBAEMO-
CTBIO KPOBH.

I'emodunus — 3To BpoKJIeHHAs 00JIe3Hb, B PE3yjIbTaTe KOTOPOW M3-3a Hapyle-
HUS MEXaHHU3Ma CBEPTHIBAEMOCTH KPOBH, JTH000€ KPOBOTEUEHUE, Jake HEOOIBIIOE, MO-
KET NPEJCTaBIISITh CEPbE3HYIO YIPO3y HE TOJIBKO JAJISl 310pOBbs, HO U JJISl )KU3HU Ye-
JIOBEKA

[Tapa xpomocom, ornpeessonias ol YeJI0BeKa, BKIIOYAET IMOJIOBbIE XPOMOCOMBI
X u Y. OnHa nojoBasi XpoMOcoMa OT KaxA0ro pOAUTEINs CIy4ailHbIM 00pa3oM mepe-
naetcs netam. Kaxxnas XxpoMocomMa COCTOUT U3 TEHOB, KOTOPbIE ONPEAEIISIIOT (PyHKIIU-
OHHUPOBAHME U HACJEACTBEHHOCTh YEJIOBEYECKOTO OpraHu3mMa. I'eHbl, KOHTPOIUPYIO-
mue BoIpaboTKy (akropoB cBepThiBanust KpoBu VI u IX, pacnonaratorcs B X-xpo-

MOCOMC.
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VY nmrozeit ¢ naHHOM 00J1€3HBIO ATU T€HbI MPOU3BOIAT HEAOCTATOUHOE KOJIMYECTBO
dakropos VIl u X, koTopbie B CBOIO 0Uepeh EpenatoTcs Mo HacaeACTBy. I emodu-
TUsl, KaK MPaBUJIo, EPeIaeTcs 10 MY>KCKOW JTMHUM U KEHIINHA C TAKUM F€HOM, OyieT
MMETh HOPMaJbHYIO CBEPTHIBAEMOCTh KPOBH, MOTOMY YTO €€ BTopas X-Xpomocoma
BbIPa0aTHIBAET IOCTATOYHOE KOJMYECTBO TOr0 (haKTopa, HO KEHIIMHA SBIAECTCA HO-
cuTeseM 3a00JIeBaHMUS.

VY Myx4duHBI Y-XpOMOCOMa HE MPUHUMAET YYaCTHsS B MPOU3BOACTBE (HaKTOPOB
VIl u IX. Ecniu oH yHaciaegoBaia X-XpoMOCOMY OT MaTepH ¢ TeHaMHu reMO(UIIUU, TO
3a00JieBaHNE TIEPEaCTCs U €My, TaK Kak Y-XpOMOCOMa HE MOKET KOMIICHCHPOBATh
HECIIOCOOHOCTh X-XPOMOCOMBI U 00ECIEYUTh JOCTATOYHOE KOJIWYECTBO (PAKTOPOB
VIl u IX.

Jiia reMopmIIMK XapakTEpHO TPU BUAA B 3aBUCHMOCTH OT CTETICHH M TOCTE/-
CTBUU JUIsl OpraHU3Ma;

— nerkas opma, pu KOTOPOl KPOBOTEUEHHUE BOZHUKAET TOJIBKO JIUIIb B PE3YJIb-
TaTe BpayeOHOrO BMEIIATEIhCTBA, CBSI3aHHOTO C OCYIIECTBICHHUEM XUPYPTUUYECKOU
MaHUITYJISINH, UK BCIEACTBUE MPUOOPETEHHBIX TPABM;

— yMepeHHas popMa, XapaKTepHU3yIOIIascs KPOBOTEUECHUSIMHU ITPU TPABMAaX U BO3-
HUKHOBEHHEM OOITUPHBIX T€MaTOM;

— IIpU TSDKENOM (opMe CUMIOTOMBI OOJIE3HH TPOSIBIISIIOTCS B MEPBHIE MECSIIBI
KU3HU peOCHKa B TIEPHO]T pocTa 3y0OB, B X0J1€ HHTEHCUBHOTO JIBM)KCHUS MaJIbIIIA TIPU
MOJI3aHUU U COBEPIIICHUU TIEPBBIX MIATOB.

Kpome koH(purypanuii no TSKECTH pa3inyaroT TPU NOATUIIA OOJIE3HHU:

— reMouusl BUIa «A» OIMpeseieHa TeHHBIM U3bSHOM, MPU KOTOPOM B KPOBH
naIyreHTa He UMeeTCss Heo0X0IUMOro momMepa — (hakTopa. ITo Kiraccudeckast TeMo-
bunus, u nposiBigeTcs oHa y 79% BcexX MalueHToB;

— remodunus Buga «B» Bo30yxkmaeTcs manoi akTHBHOCTBIO IX-To (akTopa
CBEPTHIBAEMOCTH KPOBH, IIPH 3TOM BO3HUKAET PACCTPOMCTBO Pa3BUTHS MOBTOPHOMN KO-
aryJIsIMMOHHOW 3ariyIiKy,

— remodunusi Buga «C» Bo3Oyxkmaercs nedextom (akTtopa CBEPTHIBAEMOCTH

kpoBu XI|. Bun «C» sBisieTcst Haubosee peIko BCTpeYaronuMCsl.
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My:sxurHa ¢ reHoM reModuiuu OyAeT OTIOM a0COJIFOTHO 3/I0POBBIX CHIHOBEH, HO
BCE €r0 JI0UYEepH CTAaHyT HOCUTEIHHUIIAMU MYyTaITUH.

Hocurenbauima remodunun o0brdyHo He OosieeT. OgHako ¢ BeposiTHOCThIO 50%
nepenaeT cBoi reH AeTaM: 25% pucka poXkIeHUs] HOCUTENbHUIBI, 25% BEpOSITHOCTH
POXKICHHS MallbYHKa, 00IbHOTO TeModuinei. Cirydan 60J€3HU Y KEHIIUH TOXKE BO3-
MO>HBI. J[J1s1 TOr0 poAuTeNsiMU peOeHKa JOJIKHBI OBITh OTEl, 00IBHOM reMopuIHeH,
1 MaTh — HOCUTEJIbHAIIA MyTaHTHOTO reHa. B 20—-30% ciygaeB npenmonaraercs BIep-
BbIC BO3HUKILIAS CIy4yaliHas MyTallus B MOJOBBIX KJIETKax, Korjga o0a poauTens 3]10-
POBBI I HE UMEIOT T€HOB TEMO(MITHH.

J1J1sl TOCTaHOBKY TMarHo3a reMo( Uk TPOBOIAT KOATyJIOTpaMMy, T 00pamiaet
Ha ceOst BHUMaHue 3ameienne AUTB, nogcunteiBaeTcs KOIUYECTBO (DAKTOPOB CBEP-
ThiBaeMocTd KpoBH VIl u IX B mpouenTax ot HOpMbL. McXoas U3 MOTyYeHHBIX J1aH-
HBIX, CYJIAT O TSDKECTH OOJIE3HU U BHIOUPAIOT TAKTHKY JICUCHUSI.

CoBpeMeHHbIE CIIOCOOBI MPEHATATBHOW JUATHOCTUKHU TO3BOJISIIOT C BEPOATHO-
cteio 95% (y mpeacTaBuTECH €BPONEOHMIHON pachl) MpeacKa3aTh POXKICHHE OOJIb-
HOTO peOeHKa yxe Ha cpoke 11-12 Henens.

Ecnu Oyaymumit oteny 0onen remoduineit uinu Oyayiias Mama sSIBJISIETCS HOCH-
TeJIbHUIICH (Cpeld POICTBEHHUKOB OBbLIN JII0IU 00JIbHBIE reMO(uIneit), O4eHb BaXKHO
BO BpeMs OepemeHHOCTH, Ha cpoke 10—11 Hezaenb, mpoBecTH OUOTICHIO BOPCUH XOPH-
OHa, YTOOBI BBISIBUTH HACIIeyeTCs JIu 3a0oneBanue. UyTh mosxke, B 12—15 neaens, Bo3-
MO>KHO TIPOBEJICHHE aMHUOIIEHTE3a, a Ha Cpoke 18—22 Hemenu MOXKHO clenaTh Kop-
JOLICHTES.

JlanHBIE METOIBI 00JIaTAFOT BBICOKOH JTOCTOBEPHOCTHIO B IJIAHE TUATHOCTHKH Te-
MoGUINY y II0/1a. B cilydae MonoKUTEIBHOTO PE3yNbTaTa, JaKe €CIIH mapa MpuHu-
MaeT pelieHrne COXpPaHUTh PeOCHKA, pe3yIbTaThl 00C/IeI0BaHUS TPHOOPETAIOT OTPOM-

HOC 3HAYCHUC IIPH INNIAHUPOBAHHUH TAKTHKH POJOB U ITOCJICPOAOBOIO IICPHUOAA.
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