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I'emo(puiiusa

['emodnnsa — HaceICTBEHHOE 3a00JIeBaHNE, O0YCITIOBIEHHOE
neduiy ToM gaktopoB VIII nnu IX cBepThIBarone CuCTeMbI
KPOBH M XapaKTepHu3y I0IIeecss KpOBOTOUNBOCTHIO TEMAaTOMHOIO
TUMA.

Onuaemuonorus. Yacrora remopuianm koaeodaercs oT 6,6 10 18 Ha
100000 nmu my»kckoro nona. Haciieqopanue nmpoucxoauT o
PELIECCUBHOMY THITY, CLIEINICHHOMY C TOJIOM (X-XpOMOCOMHOE).

I'emopumusa "A" (bakrop VIII) BcTpewaercs B 5 pa3 yalie, 4yem
remodu ms "B" (dpakrop 1X). 3aboneBanue nepemaeTcs oT
MY>KYHHbBI, 00JIbHOTO T€ MO(PUIIUEH, BHYKY YEPE3 J04Yb-KOHIYKTOPA.
Onucana KpaiiHe pPeJIKO BCTPE YAKOIIAsICs KJIacCU4ecKas TeMopuins
y KEHIIMH, POAMBIINXCS OT MAaTEPU-KOHIYKTOpPa U OOJILHOIO
reMopuiInen oTIa.



KianHu4yeckas KapTuHa.

CambIM paHHUM MPU3HAKOM 3a00JI€BAHUS MOXKET OBITh
KPOBOTEUECHHE U3 MEPEBI3aHHON MYMOBUHBI Y HOBOPOXKJIEHHOIO, Ke-
(danoremaroma. Yaiiie 3a00aeBanre MaHU(ECTUPYET MOCIE TO/a,
KOTJIa pac MMUPSETCs JBUTraTeIbHasl aKTHBHOCTh PEOCHKA.
OCOOEHHOCTAMHU FreMopparu 4eCKOro CUHApoMa Mpu reMoQuInm
SBJISIIOTCS HAJTMYHUE T€MaTOM, TeMapTPO-30B U OTCPOYCHHBIE,

O3/ IHUE KPOBOTEUEHHUS. [ eMaToMbl, Kak MpaBUIO, 00 IIUPHBI,
00JI€3HEHHBI, UMEIOT TEHJICHIIUIO K PACIPOCTPAHEHHUIO BIIOIb MbI
medHbIX pactmii. OHU MOTYT OBITh HACTOJBKO 3HAYUTEILHBIMH,
4TO, C/1aB JIUBas Nepudepruueckre HepBHbBIC CTBOJIbI MJIH KPYITHBIC
apTepHUH, BbI3bIBa 10T Mapajuyiu U TaHTpeHbI. ['eMapTpo3Hl -
KPOBOM3JIUSHUS MPEUMYIIIECTBEH HO B KPYITHBIE CYyCTaBBHl.
CuHoBHaIbHasi 000J104Ka y OOJBHOTO FeMO(PUINEH TTOYTH
MOJTHOCTBIO JIMIIIEHA TKAHEBOTO TPOMOOIIIIACTUHA, YeM OOBSICHSIETCS
CKJIOHHOCTh K KPOBOU3JIUSIHUSIM B CyCTaBhbl. [Ipu TSHKEIOM TEUEHUM
reMo uiuy oHu uMeroTcs K 2-3 rogam y 90-95% O6onbHBIX.



Ilpodpuaakruka.

C nenbto npoUIakTUKU KPOBOTOYMBOCTH CJIEAYET U30€TaTh
IpenaparoB, HAPYUIAIOIINX aAT€3UBHO-ArPETAIMOHHYIO CITIOCOOHOCTh
TpoMOOIIUTOB. [Ipr MHTEPKYPPEHTHBIX 3a00JIEBAHUAX HH(DEKITMOHHO-
BOCHA-JIMTEJILHOTO XapakTepa JIeTsIM ¢ TpoMOacTeHuen [ manimana
IMOKa3aHa remMo' CTaTU4YeCKasi Teparusi.

[TporHo3 aJist ’KU3HU B OOJIBIITMHCTBE CJIy4aeB OnaronpusiTHbIN. Beipa
YKEHHOCTb F€MOPPAru4eCKoro CUHAPOMa ¢ BO3PacTOM YMEHBIIAETCH.



[feMmogpunua -

» HacneacreeHHast 6bonesHb, nepeaaBaemas
No peueccMBHOMY, CLENSIEHHOMY C X-
XPOMOCOMOM TUMY, XapaKTepu3yroLascs
PEe3KO 3aMeIeEHHOWN CBEPTbIBAEMOCTbIO
KPOBU U3-3a HEAOCTAaTOYHON
KoarynsiumoHHon aktmBHocTtu VIII unum IX
NNa3MeHHbIX PaKTOPOB CBEPTbIBAHUS

KPOBW.




» Cpeau Bcex 60NbHbIX C HACNEACTBEHHbIMU
Koarynonatuamun y 94-96 % anarHoCTupyroT
remounuio A unm B n 6onesub Bunnebparga. Ha
ocTanbHble hopmbl npuxoauTca He 6onee 6 %,
CyMMapHas 4actoTa HacneacTBeHHbIX AgedeKkToB
(hakTopoB paBHa 5-6 Ha 1 MAnH. Yenosex.

» Femochunusa A — pedmumt VIII dpakTopa
» Femochunua B — gepmumt IX
» Memopunua C — gedpuumt XI akrtopa

» UHrnbutopHas remounus — obycnosneHa
BblpaboTkon antuten Kk VIII nnu IX daktopy nocne
NMOBTOPHBIX NepenmMBaHnn nx KOHUEHTPaToB



HacnenoBaHwue

» Bce pouepu 6onbHoro remocdunuen
SABNAKOTCA HOCUTENAMU reHa
remounmm (KOHAYKTOpamu
remounumn), KOTopsle ¢
BEPOSITHOCTBLIO 1:4 MOryT poAUTL
CbiHa, 6onbHOro remounuen
(remochunus 6yaet y 50%
CbIHOBEW).

» CbIHOBbS BOnbHOro remodunuen

ByayT 340pOBbI U HE MOTyT
nepepasaTk 60n1e3Hb AeTAM.

» Y XeHWuH-HoCUTENen
remMouibHOro reHa yposeHb VIII
nnn IX pakTopos yMEPEHHO CHUXEH
40 30-50%, HO KpOBOTOYMUBOCTH
HET, XOTA OHa MOXET BO3HUKHYTb
nocne 60nbLMX XUPYPruYecKkmx
onepauui,




OcobeHHOCTU reMopparn4eckoro
CAHAPOMa NpU reMoMunnum

1. KpoBoTe4yeHus npu TpaBMax
UNbHbLIE U ANUTENbHBIE

2. MpeobnapaoT B KNUHMKE
KPOBOU3NUAHWA:
B KkpynHbie cycTasbl
KOHe4YHocTe
Fny6okmne nogKoXHbIe
KPOBOMN3IMAHMA

MexmMbieyHbie N
BHYTPMMbILLEYHbIE
reMaToMbi

3. Bonee peakue remopparun:
3a6pIOWNHHBIE MEMaTOMBbl,
KPOBOMU3/IMAHWA B OpraHbl
6pPIOWHOI NONOCTH,
KENYAOHHO-KMWEYHbIE
KPOBOTEYEHMS,
BHYTPUYEpPEnHbIe
remopparum




» PazHOBMAHOCTU CYCTaBHbIX NOPaXX€HUN Npwu
remocunun:

1. OcTpble reMapTpo3bl — NEPBUYHbLIE U
peunaneupyowme

2. XpOHU4YeCKMe remopparm4yeckn-gecTpykTuBHble
OCTE0APTPUTHI

3. BTOpUYHbLIM peBMaTonaHbIN CUHAPOM




[lo CTeneHun TAaWecT pasnnuyalor:
peHTredHonormyeckan maccmwaaum

I cTeneHb — NPUNYXIOCTb MAMKUX TKaHel, paclumpeHme
CYCTaBHOM LWenun 6e3 nameHeHus KocTen

II creneHb — ocTeonopo3 B anudusax 1 anuduseonns

IIT cteneHb — HaYMHAKLWAACA Ae30praHu3aums CycTaea,
CUHOBUT, U3MEHEHUE CYCTaBHbIX NOBEPXHOCTEN,
cybxoHApanbHble KUCTbI

IV cTeneHb — Cy>XkeHune CyCTaBHOro npoCcTpaHcTea m
AECTPYKUMA XpALla

V cTeneHb — noTeps cycrtaBHou wenu, dubpos, o4eHb
BbIP@XXEHHbIN 3nnduzeonus.




I'emopparnyecku CHHAPOM NPU reMopuInu

['eMopparndeckuii CHHIPOM MPU reMOGUINU — 3TO OCTPO
BO3HUKIIINE KPOBOTCUCHUS W/WUI KPOBOU3IUSIHUSA, B OCHOBE
KOTOPBIX JIEKUT ACDUIUAT OJHOTO U3 MJIa3MEHHBIX (PAKTOPOB
CBEPTHIBAHUS KPOBH.

[IpruurHamMu, HanOOJIEe YaCTO MPUBOIAIIMMHU K Pa3 BUTHIO
reMOpPpParuyeCckoro CUHHAPOMa Py reMO(PUIIUU, SIBIISIFOTCS:

- beITOBBIE TpaBMBI peOCHKA.

- Manbie XupypruiecKue MaHUIYIISIIUK (SKCTPAKIIHS 3y0a,
TOH3WJIJIDKTOMHS U JIp.).

- JITATENBHBIN PUEM MEIUKAMEHTO3HbBIX IIPEIIApPaToOB
(HECTEpPOUIHBIE MPOTUBOBOCTIAJIUTEBLHBIE CPEIICTBA,
[JTFOKOKOPTUKOU/IBI ).



Knuangeckas cumnroMaTuka reMo(pUINY MPEUMYIIIECTBEHHO MPOSIBIISIETCS B
BHUJIE€ KOKHOIO TEMOPPAru4e€CKOro CUHAPOMA, KPOBOTCUCHUN U3 CIM3UCTHIX
000J1049€eK (HOCA, MOJIOCTH PTa, KETYI0YHO-KHIIIEYHOTO TPAaKTa U JIp.), a TAKKE
KPOBOHM3JIMSIHUM B MOJIOCTh KPYMHBIX CYCTaBOB. XapaKTEPHOM 0COOCHHOCTHIO
TEMOPPAru4YECKOTO CUHAPOMA IIPY reMO(UINU SABIISIETCS TO, YTO KPOBOTCUCHUS U
KPOBOM3JIMAHWS MOTYT BO3HUKHYTh HE Cpa3y MOCJIE TPABMBI, @ YEPE3 HEKOTOPOE
BpEMSI.

KinmHMKa K0’)KHOTO reMopparndyeckoro CUHApPOMa mpu reMopuiIinm
XapaKTEepU3yeTCsl HATMYUEM MMOCTENIEHHO HapacTalOIMX FeMaToM B IMaMETPE OT
1 cM u OoJiee, CONPOBOXKAAIOIIUXCS PE3KUM O0JIEBBIM CHHAPOMOM,
IIOJINXPOMUEM.

KpoBoTeueHus u3 CIM3MUCThIX 000JI0YEK MPU TEMOPUINU OOBIYHO OBIBAIOT
JUIMTEILHBIMU, HE KYIUPYIOTCS 0€3 TPUMEHEHUS 3aMECTUTEIIbHOM TEPaIIHH.

KpoBousnusiHus npu reMoPuiIii 0ObIYHO MPOUCXOAT B MOJIOCTh KPYITHBIX U
CpPEIHUX CYCTABOB, JJI1 HUX XapPaKTEPHO ITOBTOPHOE MTOPAKEHUE OJTHUX U TEX KE
CyCTaBOB. I eMapTpo3 pa3BUBaETCs MOCTENIEHHO, 00BEM CyCTaBa YBEINYUBACTCS,
KOXKa HaJ HUM THIIEPEMHUPOBAHA, ropsidasi Haolynb. Pe3ko BeipakeH 00JI€BOM
CHHJIPOM.



MpyHUMNGL TEpanuX Npyu remohuIum

>

>

BHYTpUMbILLEYHbIE MHBEKLMM 3anpeLleHbl (BCce npenaparTsbl
MOryT ObiTb BBEAEHbI TONbKO BHYTPUMBEHHO NMNMO0 Ha3HaYeHbl
BHYTPb)

KposoTeueHue nobon Nokanusaummn u TSXKECTU, NPUNyxnocTs U
60k B CycTaBe, NOAO3PEHNE HA KPOBOU3NUSHUE BO BHYTPEHHWNE
OpraHbl — NoKasaHue K HemegneHHoMy (aaxe HouYbIo!)
BBEAEHUIO KOHLEHTPUPOBAHHbIX aHTUreMO(UbHbIX
npenapaToB. AHaNIOrM4YHO C/IeAyeT NocTynaTtb NPpU Tpaeme C
HapyLeHMeM LenoCTHOCTM KOXHbIX NOKPOBOB

BonbHoW 1 pa3 B KBapTan AO/KEH NOCeLaTh CTOMaTonNora,
MMEIOLLIEro ONbIT NIEYEHNA AeTeNn ¢ remodunmen

» JTio6ble XMPypPryeckne BMEeLLATeNbCTBA BO3MOXHbI TOILKO

rnocne BBeAEHWA NpenapaToB aHTUreMopubHOro rnobynnHa.
ACnonb3yoT ANa BAMBAHUN NIULLL NOBEPXHOCTHbLIE BEHbI




