[ emopparnyeckne gmartessbl



[emopparmnyeckne gmatesbl — 3aboneBaHus
1 NaTonornyeckne cocTosiHUS,
XapakTepuayoLmMecs CKNOHHOCTbIO K
NOBbILLEHHOW KPOBOTOYMBOCTH.



Itunonorunga '

1. HacneaocTtBeHHbIE (CEMEUVHbIE)

2. [NpnobpeTeHH:ble:

* IMMYHHbIE N UMMYHOKOMMJEKCHbIE
* HapywleHuns remonoasa

* ITHdbeKLMOHHO-TOKCHNYecKne
 [laTonorma neyeHu
 JlekapCTBEHHbIE

« CMellaHHble




Knaccudpukaumsa '

* AHrMonaTuu
* TpombounTonaTmn
» Koarynonatuu



AHrmonaTmmn

[1lpocTasa nypnypa
Ctapueckaga nypnypa

Annepruyeckasi nypnypa (remopparm4eckum BacKymnuT
LLlennenHa-l'eHoxa)

HacnencrteeHHasa remopparnyeckasa TerneaHrmakrasns
(Panaro-Ocrniepa-Bebepa)

CocyaucTtble nypnypbl Npy gUcnpoTenHeMunsx (runep-y-
rnobynnHemusa, KpuorrnoodynmHemms)

LinHra (ckopOyT)



TpombouuTonaTum

TpomboLuuTOneEHNN:

 Wpauonatnyeckasa TpombounToneHn4Yeckas nypnypa
(bonesHb Beprnibroga)

« [pyrve ummyHHble TpomboumToneHnn (Cra, CKB)
« JlekapcTBeHHble TPOMOOLIMTONEHNM
 [wnnepcnneHnsm

2. TpombouuTonaTum
 bone3Hb BunnebpaHaa



Koarynonatuu

1. HacneaocrtBeHHble

 [emodpunua A
 [emodunua B

2. NpnobpeTeHHble
« Koarynonatusi notpebneHus (cuHapom OBC)



AHrmonaTmmn

[lpocTada nypnypa
Ctapueckaga nypnypa

Annepruyeckasi nypnypa (remopparm4eckum BacKymnuT
LLlennenHa-l'eHoxa)

HacnencrteeHHasa remopparnyeckasa TerneaHrmakrasns
(Panaro-Ocrniepa-Bebepa)

CocyaucTtble nypnypbl Npy gUcnpoTenHeMunsx (runep-y-
rnobynnHemusa, KpuorrnoodynmHemms)

LinHra (ckopOyT)



[TpocTas nypnypa (Purpura simplex)

CambIn YacCTbI BapuaHT, NPOABNSETCS NOBbILLEHHOMN
CKITOHHOCTbIO K 00pa3oBaHMIO KPOBOMNOATEKOB
BClieCcTBME JTOMKOCTU COCYyO0B

bonetoT npenmywecrTBeHHO XeHLWHbI

[TosiBneHne 6e3 BUAMMBIX MPUYUH KPOBOMOATEKOB HA
pykax, begpax, aroguuax

HeT Opyrnx nposBneHnm KpoBOTOUNBOCTH

CKNOHHOCTb K 00pa3oBaHUO KPOBOMOATEKOB MOXKET
HabnogaTbCs y pOACTBEHHUKOB

JTabopaTopHble nokasatenu remocTtasa B HOpMe
PekomeHayetca nsberatb npuema acnmpuHa (?)



AHrmonaTmmn

[1lpocTasa nypnypa
CTapuyeckas nypnypa

Annepruyeckasi nypnypa (remopparm4eckum BacKymnuT
LLlennenHa-l'eHoxa)

HacnencrteeHHasa remopparnyeckasa TerneaHrmakrasns
(Panaro-Ocrniepa-Bebepa)

CocyaucTtble nypnypbl Npy gUcnpoTenHeMunsx (runep-y-
rnobynnHemusa, KpuorrnoodynmHemms)

LinHra (ckopOyT)



CTapyeckas nypnypa (Purpura senile)

boneloT noxunble nwogu, npenMyLLecTBeHHO
noasepraBineCHd B NnpoLsiom N36bITOYHON NHCONALUK

Koxa 1 NoAKOXXHble TKaHM YaCTO UCTOHYEHDI,
aTpPOMUYHbI

OKXMMO3bl HaCbILLEHHO-(PNONETOBOIO LiBETA HA
pa3rmdaTenbHbIX MOBEPXHOCTAX KUCTEN PYK U
npeannevymin, BO3HMKaT CMOHTAHHO, HE CBA3aHbI C
TpaBMaMu

OKXMMO3bI COXpPaHAKTCA O0JIIro, 3atemM BO3MOXHO
nodsrieHne runepnmrMeHTaumnm (KOpI/I‘-IHeBaTaFI OKpacCKa
KOXWU BCIieacrtBmne OTINIOXEHNA I'eMOCI/I,EI,epVIHa)



AHrmonaTmmn

[1lpocTasa nypnypa
Ctapueckaga nypnypa

Anneprudeckasi nypnypa (remopparn4eckum BackymnuT
LLlennenHa-l'eHoxa)

HacnencrteeHHasa remopparnyeckasa TerneaHrmakrasns
(Panaro-Ocrniepa-Bebepa)

CocyaucTtble nypnypbl Npy gUcnpoTenHeMunsx (runep-y-
rnobynnHemusa, KpuorrnoodynmHemms)

LinHra (ckopOyT)



Anneprudeckas nypnypa (remopparm4yeckum
Backynut LLleHnenHa-IeHoxa)

OCTpbIN NN XPOHNYECKUI BACKYIUT (MOopaXkeHne apTepmon,
Kanunnspos, BEHYI) C HEKPO3OM CTEHKM W 3aKyNOPKOW NnpoceBeTa
MENKMUX COCya0B

[Topa)katoTcsi B OCHOBHOM MENKME COCYyabl KOXW, CNU3UCTbIX
obonoyek, cyctaBsoB, XKKT, noyek

BonelT B OCHOBHOM AETU M NOAPOCTKU, peEXe B3POCIble

3aboreBaHNIO YacTo NPeLeCTBYOT OCTPbIE UHEKUUN
ObiXaTterbHblX NyTeN (CTPENTOKOKKOBAst aHrMHa, obocTpeHme
TOH3UNNNUTa, hapuHrnTa), BBEAEeHME BakUUH N CbIBOPOTOK,
nepeoxnaxmneHue, nekapcrBeHHas HENePEeHOCMMOCTb



Annepruyeckasa nypnypa (remopparm4eckmm
Backynut LLieHnenHa-l'eHoxa)
[laToreHes

* B cbIBOpOTKE KpPOBU Yy 3TUX DONbHLIX OOHapYyXMBaeTCH
noBbIWeHHbIN ypoBeHb LUK, Bknovarowmx IgA

* OTnoXeHne MMMYHHbIX KOMMEKCOB C nocneaywLlen
aKkTMBaumen KomnnemeHTa npuBoauT K pa3BUTUIO
acenTu4ecKoro Backynurta — oTMedaeTcs
doMOPUHONOHBLIN HEKPO3 CTEHKU NOPaXKEeHHbIX COCYA0B U
nepuBackynsipHble «MydTbl» C 0OUNMEM HENTPOGUNIIOB

* TunMyHoe nopaxeHme rnoYeKk — o4aroBbI CErMeHTapHbIN
nponugepaTtmBHbIN rMomMmepyrnoHedpuUT



Annepruyeckasa nypnypa (remopparmy4eckum
Backynut LLIeHnenHa-MeHoxa)
KnnHuka 1

OcTpoe Ha4varso ¢ nosiBNeHns MerKkoTo4e4YHON remopparm4yeckom
CbINX Ha pa3rndaTtesibHbIX NOBEPXHOCTAX CTOM N roNeHen, BOKPYr
CyCTaBOB, Ha Arogmuax, 3Ha4nTeNbHO pexe — Ha BEPXHUX
KOHEYHOCTAX, TynoBuLLe, nuue

OrIEMEHTbI CbINM pa3Mepom oT BynaBovHOM rofnioBkn 4o 1-2 cm B
OnameTpe, HepeadKo CnMBarTCs Apyr ¢ Apyrom; obbIYHO
NPUNOAHATLI HA4 NOBEPXHOCTbLIO KOXKU (NanbnupykoTcs), B LEHTPE
BO3MOXXEH HEKPO3

Y 6onblmMHCTBA 6ONBbHBIX pa3BMBAETCA NMXOpaaKa, Bbipa)KeHHas
nonuapTpanrusi ¢ orpaHMYeHNEM ABWKEHUI B cycTaBax U3-3a bonen

[MepuapTUKyNsapHbIN OTEK BOKPYT rONEHOCTOMHbIX, KONTEHHbIX
CyCTaBOB, peXxe 3andacTUn N NOKTEN

NHorna otekn Kncteun, cTor




Annepruyeckasa nypnypa (remopparmy4eckum
Backynut LLIeHnenHa-MeHoxa)
KnnHuka 2

ADOOMMHArbHLIN cUHOPOM (BptoLLHaga nypnypa) — KorimkoobpasHagd
6osb B XXMBOTE, HA BbICOTE BONM BO3MOXHA pBOTA, MHOrAa C KPOBbIO

Bonb BOKpyr nynka, B noapebepbsx, B aNUractpuu, yCUnmBaeTcs
npu nanbnayum

Bo3mokHa meneHa unm ckpbiTas KpoBb B Kane (p-us ['perepceHa)
[TopakeHune no4vek — remaTypmyeckuin (KannmnniapoTOKCUYECKNI)
HeppuT — B 25-50% crniyyaeB — remaTypusi, NPOTENHYPUS, B psae
clyyaeB c nocnegywowmm passutunem XIH

[MopaxeHus gpyrux opraHos u cuctem (LUHC, remopparmnyeckue

MHEBMOHUN, MMOKapAUTLI, CEPO3UTbl) — HabnogarTca peako v
pacno3HaTCs Npu cneumanbHbIX NCCIeaoBaHNAX



Annepruyeckasa nypnypa (remopparmy4eckum
Backynut LLIeHnenHa-MeHoxa)
[lnarHocTtuka

OcHoBaHa Ha TUMWYHbIX KITMHUYECKUX NPOoABIIEHNAX:

Npyn OCTPOM TevyeHnn - BypHas pasBepHyTasi MHOrOCUMMNTOMHas
KNWUHKKA

[1pn XpOHNYECKOM TEYEHUU — Yalle peunanBnUpyoLLIUA KOXHO-
CyCTaBHOW CUHAOPOM

JTabopaTtopHble gaHHble — NTEUKOLNTO3, HENTPOodmnes Co CABUIOM
BNEBO BM10Tb A0 KOHbIX popMm, yckopeHne COI

NabopaTopHble NokasaTenu remocTasa B npeaenax HopMbl

B coMHUTENBLHbLIX cny4yasax — Brnoncms KoXxun ¢ BbISIBNEHUEM
XapaKTepHbIX N3MEHEHUNN MENKNX cocyaos

buoncusa noyek — No3BoNgeT NPoOrHo3npoBaTh passBuUTme
nporpeccupytowen XIMNH (BoiasneHne anddysHoro nopaxxeHusd
KIy©O4KOB UNKN TUMNYHBIX MNOSTYNYHUI B OOSbLUNHCTBE U3 HUX)



Annepruyeckasa nypnypa (remopparmy4eckum
Backynut LLIeHnenHa-MeHoxa)
JleyeHue

CTporuin nocTerbHbIN PEXUM B OCTPOM nepuoae 6omnesHu

OTmeHa npenapaTtoB, NPeanonoXnuTenbHO Bbi3BaBLUMX PpasBUTME
Dones3Hun

AHTUIMCTAMUHHBIE CpeacTBa

[MpoTBOBOCNANMNTENbHLIE CPEACTBA

enapuH 20 000 — 30 000 ELl/cyTkn

[ MtokoKopTUKOCTEpPOUAbI (NpeaHn3osioH Ao 50 mMr/cyTkn)
AMUHOXMHOMNHOBBLIE NpenapaTbhl — NPU XPOHUYECKOM TEYEHUN
bonbLwimne 0036l acCKOPONHOBOW KUCMOTHI

PyTuH

CaHauunsi o4aroB XpoHMYeCKoOn MHAEKLUN
MMmMyHoOenpeccaHTbl NPU MOpaXXeHUM noyek



HacneaoctBeHHaa remopparmyeckas
TeneaHrnaktasnsa (Panar-Ocnepa-Bebepa)

 HacneacrteeHHas manbgopmMauns KpOBEHOCHbIX COCYA0B
* [lepenaeTtca no ayTOCOMHO-AOMUHAHTHOMY TUMY
« BcTtpeyaeTtca BHe 3aBUCMMOCTU OT nona

« [wnarHos — ad oculus — BbigaBrneHne Menknx KpacHo-punoneToBbIX
TeneaHrnakTasmin Ha nuue, rybax, CnmancTon pTa, Hoca, Ha
KOH4YMKaX naribueB HOr U PyK

* WHorga nopaxeHunst pacnpocTpaHeHbl No Bcen cnusnctom XKKT
(BO3MOXHbI Tskenble 1K)

« XapakTepHbl NOBTOPHbIE NPOdY3HbIE HOCOBbLIE KPOBOTEYEHMS
* WHorpa pa3BmBaloOTCa apTepPUO-BEHO3HbIE aHACTOMO3bI B JIEMKUX

« JlabopaTopHble uccrnegoBaHns — y 60srbLUMHCTBA OOSbHbIX
XenesogeuumtHasa aHeMUS

» JleyeHne — cumnToMaTUYECKoe (KpOBOOCTaHaBNMBAKOLME -MECTHbIE
n obLine, npenapaThbl Xeresa, nHoraa - remoTpaHcdy3nn



TpombouuTonaTun

TpomboLuuTOneEHNN:

*  Wpaunonatunyeckasa TpombouuToneHnyeckasi nyprnypa
(6bone3Hb Bepnbroga)

« [pyrne nmmyHHsle Tpomoouutonenmn (Crig, CKB)
* JlekapcTBeHHbIE TPOMOOLMTOMNEHNN
 [unnepcnneHusm

2. TpombouuTonaTum
 bone3Hb BunnebpaHaa



ononatunyeckaa TpoMooLMTONEHNYECKaS
nypnypa (6onesHb Bepnbroda)

MHOXXeCTBEHHbIE METEXUM HA KOXe, NPENMYLLECTBEHHO Ha roneHax
PaccesHHble Mernkne aKXMmo3bl (Ha MecTe HeDOoMbLUNX TPaBM)
KpoBoTeueHuna — HocoBble, [[IK, yporeHnTanbHbie 1 BarMHarnbHble
[TocneonepaunoHHbIE KPOBOTEYEHMUS

KpoBou3nuaHna B Mo3r



ononatnyeckas TpoMooLuuToneHn4eckas
nypnypa (bonesHb Bepnbroda)

OcTpoe TeveHune

Kak npaBuno y aeten, Hepeako cnycta 1-2 Hegenwu nocrie
nepeHeceHHOWN pecrnmpaTopHON BUPYCHOWN MHADEKLUN

CeneseHka He yBenu4yeHa

B OAK — TpombouunToneHus, xxenesogedpuumtHas aHEMUS
YOnMHeHne BpeMeHU KpoBOTEYEHNA Mo [bloKy

CHmxXeHne (OTCyTCTBME) PETPAKLUM KPOBSIHOIO CrycTka

Hopmaanoe UM nNoBblLLEHHOE COAEepXaHNe MerakapmoumToB B
KOCTHOM MOa3re

Cnycta 12-14 gHen y nogasnsowero 6onbimnHeTBa (90-95%)
BonbHbIX Nypnypa ncyesaeT caMmonpon3BosibHO



ononartunyeckas TpomMooLuToneHn4eckas
nypnypa (6onesHb Bepnbroga)
XPOHUYecKoe TedeHne

Kak npaBuno ctpagatoT B3pocsble

KeHLWwuHbI : MyX4duHbl = 3-4 : 1

TnnyHO — NnocTeneHHoe Ha4vano c ycurneHnem MeHcTpyanbHbIX
KPOBOTEYEHUI, BO3pacTaloLLas CKIIOHHOCTbL K 0Opa3oBaHuUto

KPOBOMOATEKOB Ha KOXe, ANUTESIbHbIE KPOBOTEYEHUS NOCIe
9KCTpaKuum 3yda

CeneseHka He yBenu4yeHa

B OAK — TpombouunToneHus, xxenesogedpuumtHas aHEMUS
YannHeHne BpeMeHun KpoeoTeveHus no dbroky

CHmxXeHne (OTCyTCTBME) pETPaKLUM KPOBSIHOIO CrycTKa

Hoplvlaanoe UM NnoBblLLEHHOE COAEepXaHNe MerakapmoumToB B
KOCTHOM MOa3re



ononaTtmnyeckas TpoMboLnToneHNYecKas
nypnypa (6onesHb Bepnbroda)
IleyeHne

* [lepenuBaHne TpomMmboUMTapPHOWN B3BECU
» [nrokokopTukocteponabl — oo 80 mMr/cyTku per os
* CnneHakToOMUS

* MMyHOOenpeccaHTbl (a3aTUONPUH, BUHKPUCTUH, LUnKnodpocdamua,
LIMKNOCIMOPWH)

* TpombonoatuH (pomunnoctum, Nplate, pesoneig)



Koarynonatuu

1. HacnegcTBeHHbIe

* [emodpunua A
* [emodpunua B

2. NpnobpeTeHHble
« Koarynonatusi notpebneHus (cuHapom OBC)



[ emounnuu

 [emopunua A — HacnegcTBeHHbIM aedouunt VI
doakTopa ceepTbiBaHuA (okono 80% Bcex cnyyaes
remocpunumn)

 [emodunua B — HacneaocTeeHHbIM aednumnt IX dpaktopa
CBepTbiBaHUSA

« O6e popmbl 3aboneBaHNs KNMUMHUYECKN UOEHTUYHBLI, 0be
NMEIOT PELLECCUBHbIW, CUEMSEHHBLIN C MOSIOM XapakTep
HacregoBaHUs



[emounnuu
KnnHuka

[eMaTOMHBbIV TUM KPOBOTOYMBOCTU Y MaIbYUKOB C PaHHEro JeTCKOro
BO3pacTa

ObunbHbIE U OANUTENBHbIE KPOBOTEYEHUSA NMocrie Nobbix, aaxe
MarnblX, TPaBM U onepauunmn (dKCTpakuusa 3yba, npukycol ryd n sisobika)

[ToBTOPSOWNECHA KPOBOUINUAHUA B KPYMNHbIE CyCTaBbl KOHEYHOCTEN
(KONeHHbIE, roNeHOCTOoNHbIE) ¢ Aedopmaumen n nocneanyroLlemn
TYronogBMXXHOCTbIO CyCcTaBa

YnopHble, peungusupytowme [IK 1 novyedHble KpoBOoTEHEHUA



[emounnuu
[lnarHocTtuka

* Pe3koe yanmHeHue obLero BpeMeHN CcBepPThIBAHNSA
LEerbHON KpOBU

 YanuHeHne AYTB

 [1B, nokasaTtenn TpomboumnTapHOro remocTtasa — B
npegenax HopMbl



[emounnuu
IleyeHue

3aMecTuTenbHas remocTaTnyeckas tepanus
Kpnonpeuunutatom Unm KoHueHTpaTtamu gaktopa Vil
nunum IX

BBeneHne ceexe3aMoOpOXXeHHOU OOHOPCKOW nnasmbl

JleyeHne remapTpo30B — NYHKLUNSA cyCcTaBa C acnupaumnen
KpoBU, UMMODUnNmn3auuna Ha 3-4 aH4, 3atem JIOK,
dounsnoTepanuda, rpasernedeHmne

[MpodmnnakTuka - MeAUKO-reHeTN4YecKoe
KOHcyrnbTupoBaHue!ll



[emounnuu
INNeyeHwne 2

N3beraTb npnema acnmpuHa (MOXHO aueTaMMHOJIEH,
noynpodoeH)

Bce nekapcTBeHHble cpeacTBa Ha3Ha4yalT BHYTPb UK
BHYTPUBEHHO (HE BBOAUTb BHYTPUMbILLEYHO N NMOAKOXKHO)

Heobxoanma BakunHaums npotus renatuta B,C



