17 ATIPEJISI - BCEMUPHBIN 1EHb BOPHBBI
C TEMO®UJINEN

BeemupHblil 1eHb reMOUINU — MEXIYHAPOIAHBINA JIEHb, KOTOPBIA OTMEYAETCS
10 BCEH IIJIaHEeTe exXeroaHo, 17 anpens.

I'emopuaus — 95TO  THKEIOE  HACICACTBEHHOE  3a00JieBaHHME, KOTOPOE
XapaKTepU3yeTcsl HapyIICHUEM CBEPTHIBAHUSI KPOBU (KOAryJisiliuu) B pe3yJIbTaTe
otrcytcTBHs (hakTopoB cBepThiBanus VIII (remopumus A) wm IX (remodrmmms B).
Jlyist GONBITMHCTBA HEOCBEOMIICHHBIX JTFOAICH TeMO(riis — 3TO Tak Ha3bIBaeMas
«1apckas 00Je3HbY, TaK KaK €l0 cTpajal IapeBud AJeKcel.

24379 17.11.1915 Poccuiickuit umnepatop Hwukomait Il (cimeBa) ¢ cbiHOM
AunekceeM (cripaBa).

BuHOBHUKOM 0ONE3HW SABIAETCS BPOXKICHHBIA TeH TeMOMUINH, KOTOPHIH
pacnoyiaraeTcd Ha JOMUHAHTHOM X-xpoMocome. Tak Kak y JKEHIIMH JBE X-
XPOMOCOMBI, TO Ja)€e MPHU MOPAXKEHUN OJJHOM U3 HUX BTOpasi OCTAETCA 340POBOM U
MOJABJISIET OCHA0JEHHYI0 XPOMOCOMY, IO3TOMY JAEBOYKM CTAHOBSTCS JIMIIb
HOCHUTEJIEM ITOTO TeHa. Jpyroe aeno-My 4uHbl. Y HUX €CTh X- U Y -XPOMOCOMBHI,
MIOATOMY TIPHU TMOPAXKEHUU E€IMHCTBEHHOW X-XpPOMOCOMBI U HAYMHAETCSI UMEHHO
npoTeKkaHue 00Je3HH, a He ee JJaTeHTHOe cocTosiHue. Ho MOCKoIbKy XpoMOCOM Bce
e JIBE, TO BEPOATHOCTh TaKOr0 pa3BUTHUs 3a0oaeBanus 50:50.
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50%, uTo cbiH 6yaeT 6oneH remodpunuen Hu y ogHoro cbiHa He ByaeT remodunmm
50%, 4T0 Ao4b BygeT NepeHOCHMKOM reHa. Bce noyepu 6ygyT nepeHocHMKaMm reHa.
Y HeKoTOpbIX AoYepen MOryT NPOABAATLCA Y HeKoTopbIx foYepen MoryT NPoABAATLCA
CUMMTOMBI CUMMNTOMBI

Cumnrombl reMopuiiuu. OHU MOTYT NMPOSABIIATHCS YK€ MPU POKIACHUNA TOTEKAMU
W3 HOCa, TIJa3, IMyIlKa, W OCTAaHOBHTH JTO KPOBOTEYCHHE 3aTPYIHUTEIHHO.
OOwIbHOE HCTCUYCHHE KPOBH Yy MJAQJACHIICB B MOMEHT NIPOPE3bIBAaHUS 3YyOOB
CTAaHOBUTCS HE MeHee TpeBOXKHBIM  (akTtopom. IlocTrpaBmMaTmueckue
KPOBOTCUCHHSI XapaKTEPHBI I JETeH, KOTOphIE ydYaTcs I0N3aTh W XOIUTh.
[ToBbImIeHa OBITOBAsI KPOBOTOYMBOCTH: HOCOBAS, U3 IECCH JaXKe MPU YUCTKE 3y00B.
KpoBouznusinus B cycTaBbl (TeMapTpO3bl) Pa3BUBAIOTCS JOBOJIBHO OBICTPO, XOTS U
XapaKTepHbl OOJILHBIM C TsDKeNbIMU (popmamu remodunuu. B mepByro oudepesnn
MOPAXKAIOTCSI T€ CYCTaBbl, KOTOPBIE UCTIBITHIBAIOT OOJBININE HArPYy3KU: KOJICHHBIE,
OenpeHHbIe U MPUCTOIHBIE. 3aTEM HIYT IUICYEBBIE U JOKTEBbIC. ['eMaTOMbI MOTYT
BO3HHMKATh HE TOJILKO B 00jacTu cycraBoB. Hepenku ciydau cyOdaciuaibHbIX,
MEXMBIIIEYHBIX U 3a0PIOMTUHHBIX TEMATOM.

J{narnocTuxka remopuinii. 3a001eBaHre JUArHOCTUPYETCS] HA OCHOBAHUM Kajl00
OOJBHOTO, JAHHBIX aHaMHe3a (KPOBOTEUEHHUS, TeMapTpo3bl, MOSBISIOIIMUECS C
paHHEro JETCTBAa), TUIMYHBIX KIWHUYECKUX Mpu3HakoB. [lpu ocmorpe Bpau
oOpaTUT BHUMaHUE Ha 1eQOPMUPOBAHHBIE, C OTPAHUYEHHBIM 00BEMOM JIBHXKEHHIM
KpyIHBIE CYCTaBbl, NMpU OOOCTPEHUU elle U OoJIe3HEHHbIE. MBIl BOKPYT
CycTaBoB arpodupoBaHbl. Ha Terne MHOXKECTBEHHbIE CHHSIKA M TOYEYHbIE
KPOBOM3JIUSHUS.

[Tpu momo3penuu Ha TeMoPIIHI0 60JIFHOMY MPOBOJAT CIEAYIONINE JTA00PATOPHBIE
UCCJIEI0BAHMUSL:

— ompeJeeHre MPOTPOMOMHOBOTO BpeMEHH (YUTMHEHO );

— OTpeJeICHNEe AaKTUBUPOBAHHOTO YACTUYHOTO TPOMOOIIIIACTHHOBOTO BpPEMEHU
(YImMHEHO);

— kommuectBeHHoe ompenenacHue VIII u IX dakropoB B miazme kpoBu (YpOBEHB
OJIHOT'O M3 HUX CHIDKEH Oosiee ueM Ha 50%);



— aHaiu3 Ha ypoBeHb D-aumepa.

Jleuenne remopuimnu. K coxanenuto, reMopuins — 3T0 Heuzneunmasi 0OJIC3Hb.
OnHako COBpeMEHHAasi MEUIIMHA TMO3BOJISIET MOIJIEPKUBATH OPraHU3M Ha YPOBHE,
pu KOTOpoM OosbHBIC TeMO(MWIneld MOTYyT BECTH IMOYTH HOPMAIBHBIA 00pa3
KW3HU. [l mpedoTBpallieHUss TeMaToM M KpPOBOTEUEHMIT  Tpelyercs
3aMECTUTEIbHAS TEepamus, KOTopas MpPeayCMaTpUBAECT PETYJISIPHOE BBEICHUE B
KPOBOTOK HEJOCTarommero ¢akropa cBepThiBaHus. [lapamiensHo OonbHBIC
reMouINeil TOJDKHBI TIOCTOSIHHO TPOXOIUTh (DU3UOTEPANUIO TS TMOACPKAHUS
paboTOCIIOCOOHOCTH CYCTaBOB.



