


OnpedesieHue

JPUTPEMUSA — NepBUYHbIE ONYXOreBble 3aboneBaHuns
KOCTHOro Mo3ra, cybctpaTtoM KOTOPOro CIY>XUT TPEX-
POCTKOBAaA nponudepaymsa 3penbix 1 co3peBatoLLmnX
KIIETOK KOCTHOro mo3ara (MuenonponugepaTtmsHoe
3aborieBaHune) ¢ NpenmyLLecTBeHHOW nponndepaumnen
SPUTPOLINTAPHOro pocTKa.



SpUTpEMUMU

® KAMHMuecKkana KapTUHa

® AunarHocTuka

® N\e4yeHue




KAMHKMYeCKasa KapTuHa

2 CMHApOMa:
® [lAeTopunyecknm
® MuneronpoAndepaTmBHbIN




lnemopu4yeckull CUHOPOM

AHann3 KpoBsu.
@3putpoumnTbl 7-10 x 102
®Pb 180-240 r/n
enenkountbl 10-12 x 1010
elematokput 55% — 70%,
®OLK nosbiweHo B 2-3 pasa
@ TpombouuTos go 400 x 10°
@ YBennyeHne BA3KOCTUN KpoBU B 5-8 pas



[lAeTOpUYECKNY CUHAPOM

® [lAaeTopuyecknt cMHAPOM (MAETOpa-NOAHOKpPOBUE)
0bOycAOBAEH T COZIEpKaHUS SPUTPOIUTOB, JIEUKOIUTOB,
TPOMOOIIUTOB

TpombGo3

Ko>kHbIU 3yA
(16a30¢puiioB M
rTMCTAMUHEHUS )
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DpPUTPOMEAAATH

The @rdinal Symptoms of Erythromelalgia

Warmth
| A A
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[ IAeTODUYECKUM CUHADOM

® CyObeKTUBHbIE CUMMNTOMbI
® Hapywenna CCC

® W3meHeHue AabopaToOpHbIX
NoKa3saTeAeun



MuenonposnugpepamueHbiu
CUHOPOM

CHWXeHWe 3puTpoLnTOB

[MnepnpoayKumsa rpaHynouuToB CO COBUMOM
BIeBO

DO03MNHO- N Bbasodunms

[loBbIiLLEHME LWENOYHOU dpocdoTasbl B
HeuTpodounax



MueaonpoandepaTUBHbIN

CMHADOM

- MueaonpoandepaTuBHbIM CUHAPOM
. 06YCAOBAEH THUIIEPILIa3UEH TPEX POCTKOB
KpoBeTBOpeHUs B KKM u

AKCTpaMEAYJUISIPHO




MueronpoandepaTUBHbIN
CUHAPOM

* CybbeKTUBHbIE CUMIMTOMbI
* CnaeHoMmeraAms u(MAM) renaTtomeraAms
* NameHeHne AabopaTopHbIX NOKa3aTeAen

lenaTtomeranusa

CnneHomeranusa
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Normal liver

Enlarged liver (Hepatopathy)

Normal spleen

Enlarged spleen (splenomegaly)



KnuHu4yeckue cuMnmomsil,
CUHOPOMbI, OCJIOXKHEHUST

[TneTopunyeckmnn cnHapom (runepemus nuua, ronoBHble
bonn, TSHKeCTb B 3aTbIfNTKE, HEBO3MOXHO
COoCpenoTounTbLCA).

ApTepuarnbHas rmnepTeH3us.

CuHapom Tpombodriebunm (MHdapKT MrMokapaa, UHCYIbT,
TIJA, TpoMb03 Nepugepnyecknx cocyoon).

CUHOPOM MUKPOLMPKYNATOPHbLIX HAPYLLUEHNN
(3aputpomMuanrms, cuHapom PenHo, raHrpeHa nasnbLeB).



KAMHMYeCKMe CMMATOMbI,CUHAPOMBI,
OCAOXKHEHUS (MPOAOAXKEHUE)

MwuenonpornundepaTnBHbI CUHOPOM (CnneHomMeranus,
NHMAPKTLI CENE3EHKU, NopTanbHas rMnepTeH3unsl)

Mouekncnbln anates (rmnepypmkemMmns, BTopuyHas nogarpa,
ypaTHbI HedoponuTnas)

Annepruyeckn cuHApoMm (KpanueBHULA, KOXKHbIW 3y, Nocne
BOOHbIX Npoueayp)

CuHagpom xenesonedpuunTa.



KnuHuko-2emamorsio2u4yeckue xapakmepucmuku
apumpemuu rno cmaousim

I ctragua III cragma
HavaJIbHaA TepMUHAJTbHAA

JlaBHOCTH o 5 et 5 JIeT 10 j1eT >15 JIET
3aboJieBaHU
Kanobbr Cnab0o BbIpa:KeHbI BripakeHsl BripakeHbl BeipaxeHbl
[Tneropuueckuit YMepeHHO BhIpaKeH 3HAUYUTEJIbHO YMepeHHO BeIpakeH Hcuesaer
CUH/IPOM BBIpAJKEH
AT - + + +
Tpom603Bbl, - + PenuuBupyromniue, +
KPOBOTE€UEHUA KPOBOTeUeHUs
Muesnonponud. - - Beipaxken 3HaYUTEJIbHO
CHUH/IPOM BBIpa)KeH
[leuensn He yBennuena e 3HAYUTEJIbHO 3HAYUTEJIbHO
yBeJIn4eHa yBeJInueHa
CesneseHka + B 100% 3HAUYUTEJIbHO 3HauYUTEJIbHO
yBeJInueHa yBeJInueHa
Kpossp YmepeHHBIN BripakeHHBIN [TannuTo3s, caBUT Anemus,
SPUTPOIIUTO3 SPUTPOIUTO3 BJIEBO, Dp-HOPMA, TPOMOOLIUTOTIEH NS,
Hb reMOpparuyecKui
CUH/IPOM
KocTHbIi MO3T OuaroBas ToTanpHas [Tanmuenos, ouaru Muer0puopo3

TUTIEePILIa3Us TUIIEPILIA3UA Muesiopudbposa



SpUTpEMUMU

® KAMHMYecKas KapTUHa

® AuarHocTuka

® N\e4yeHue




Kpumepuu duazHocmuku

Kpurepuu A:

A-1. yenunuenue MIID (m>36 MJI/KT, K>32 MJI/KT).
A-2. HOpMaJIbHOE HaCBINIeHHE apTePUATIbHONU KPOBU
KHCJIOPOJAOM >92%.

A-3. cIieHOMeTraIuA

Kpurepuu B.

B-1. 1eriKOoMTHI >10-12 X 101° (IIpH OTCYTCTBUU
MHQUIbTPAIINN)

B-2. TpoMbOIIUTHI 4O 400X%10°

B-3. yBesinueHue coaep:;kaHuA 1ea09Hon pocdarasbl B
HeuTpodpuiaax >100 e.

B-4. yBesinueHNe He HACBIIIEHU BUTAMUH Bi: CBA3BIBAIOIIIEN
CIIOCOOHOCTU CHIBOPOTKU KPOBHU >2200 HI'/MJI.

JIlrnarHo3 10CTOBEPEH MPU 3—eX MPU3HAKaX KaTeropuu A, 2
JII00BIX IIpHU3HAaKa KaTeropuu A miau B.



AnarHocTuka

AHaAu3 KpoBM

® DOputpo-, TJpoMbOo- N AeMKoLUTO3

A

| TEMAaTOKPHUTA, BA3ZKOCTHU

o
® 1 remoroOuHa
e | COD

A4

TpenaHobuoncus

® TpexpocTKoBas rmMneprAasusa c npeobaapsaHmem

3pUTpono33a vy |

[lyHKTaT ceAe3eHKM

® MueAromaHaa MeTanAasms




duepepeHyuanbHass duacHoCMukKa

apumpemMuu U 3pumpoyumos308.

IToxazarenn dpurpeMmus ApUTPOLIUTO3BI APpUTPOLIUTO3BI
a0CoJIIOTHBIE OTHOCUTEJIbHbIE

AputporuTsl 1 Hb

JIeKOIUTHI
TpomO6OIUTEI

MII3D

OLII
Ceste3eHka

KocTHBIT MO3T

IBOJIIOIUSA
SPUTPOIIUTO3A

3HAUUTEJIbHO
yBeJINUEH

YBesimueHwbl
YBesiuueHbl

Hopwma niniu cHmkeHa
YBennueHa

I'mnepmiasua Bcex
POCTKOB

IIporpeccupyer 0e3
JIeYeHHUsI

YMepeHHO yBeinueH

Hopma

HezHmauurejpbHO
yBeJINYEHBI

Hopma
Het

Hopwma nin
peakTuBHAA
TUIIEPUHBA3UA
SPUTPOULHOI'O POCTKA

HNcuesaer nociie
yCTpaHEeHUs IIPUYUHBI

Hebospimmoe
yBeJIMUeHHe

Hopma

Hopwma

CHuxeHa
Hert
Hopma



SpUTpEMUMU

® KAMHMYecKas KapTUHa

® AunarHocTuka

® N\euyeHue




/A\eyeHue

[TaHUMTO3 U cNAeHOMEraAus

® Llutoctatuku (paamoaktusHbii pocdop 2P,
MuerocaH, Mmeaobpomoa, Mmmndoc)

[lAeTOpUYECKMM CUHADPOM

® KpoeonyckaHusa no 500 MA KpoBM KaxKAble

D8

Tpomb60o3bl

® AHTUKOAryAsiHTbI (renapuH)

® AHTHWarperaHTbl (aCNUpUH)



[lporHos

® HeocaoxHeHHOe TeyeHue — |5-20 AeT Ku3Hu

® OcAoxkHeHHoe TeyeHue (co ctopoHbl CCC)
COKpaLLaeT NMPOAOAXKUTEABHOCTb XXU3HU

® [lpodunAakTUKM He cyliecTBYeT




OcHoeHbIe ucxo0bl apumpemMuu
Mexon  [Ocmommee |

OcTpbIl JIEUKO3

XPpOHHUYECKUU
MUEJI0JIETKO3

Muenodpubpo3s

IIuToneHusA, CHUKEHNE
SPUTPOITUTOB,
IPAHYJIOIIUTOB B
JIUHAMUKe, OJIacCTHBIE
KJIETKU B
nepudepruiecKkorl KpoBU

Hapacranue kosmyecrsa
JIEUKOLIUTOB B TUHAMUKE
CO CABUTOM JI0
MUEJIOIUTOB,
IIPOMUEJIOIUTOB.

CHu>XeHue B KPpOBU
KOJINUECTBA
SPUTPOIIUTOB,
JIEUKOIIUTOB,
TPOMOOIIUTOB, B
JTUHAMUKeE
IIPOTPECCUPYIOIIAA
aHeMUs, yBeJUYeHUE

Y233 h\V FfaaVato BavTahesaloYaead o

HccnemoBaHue KOCTHOTO
MO3Ta, HOBBIIIIEHHE
KOJINUeCcTBa OJIaCTHBIX
KJIETOK CBBIIIE 20%

HcceoenoBanue Ha
HaJTM4ue
dunaznenppuiickon
xpoMmocoMkl (Ph.) B
KJIETKaX KOCTHOI'O MO3Ta.

I'ucrosorunueckoe
HiccyIeZIOBaHUE KOCTHOTO
MO3Ta, IIOJIyYeHHOE IIPU
TPENaHOONOIICHH.



