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BOJIE3HN CUCTEMbI KPOBW Y IETEUN

[1haH nekunmu

= Obuwue aaHHble. TepMUHbI
= AHEMUS Y AETEN.
= [[emopparnyeckme 3aboneBaHus.
\ L—J(«remopparuyeckue anatesbl»):
f | - [emounus;
| I - UMMyHHas (ngnonatuyeckas)
poMbouuMToneHmnyeckas nypnypa
(UTM, 6one3Hb Bepnbroda);
- [eMopparmyeckmm BackyauT
(6bone3Hb LLIEHnenH-IeHoxa).
= CeCTpyHCKas NpakTuKa nNpu 3aboneBaHnsIX Kposu y
NETEN.



BOJIESHN CUCTEMbI KPOBU Y NETEU

[TporHo3npyeMble pe3yibTaTbl TEOPETUYECKOrO 3aHATUS

Mo OKOHYaHUMN U3YUYEHUS TEMDI
c/lywiatesib AoJ/HKeH 6biTb cnocobeH:

[1aTb XapakTepucTtnky Hanbonee
PACrpOCTPaHEHHbIX 3ab0neBaHn CUCTEMBI
KPOBU WU KPOBETBOPEHMUS.

Onpenensatb Npobnembl NaumneHTa ¢
JAaHHOM NaTosIornen.

[MTnaHnpoBaTb N 06OCHOBLIBATH
MEPONPUATUSA CECTPUHCKOW MOMOLLN MpU
6one3HsaX KpoBW.

OLEeHUTb pe3y/IbTaTUBHOCTb U Ka4YeCTBO
CECTPUHCKUX BMELLATENbCTB.

[IoKyMeHTUpoBaTb pabo4ymin npouecc B
YCTQHOBJIEHHOM MOpSAKeE, LenecoobpasHo
NCMoJb3ys NMPOodeccuOoHabHYIO
TEPMUHOJIOMUIO.




BOJIESHN CUCTEMbI KPOBU Y NETEWN
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[epBryHasa 3aboneBaemMoCcTb HaceneHms Huxkeropoackon
obnactn 601e3HAMN KPOBU, KPOBETBOPHbLIX OPraHoOB B
2000-2017 rr. (Hwxeropoacrtat, Ha 1000 yen. HaceneHns)

== [etn no 14 net

=i—-Bcé HaceneHune
4.902

——— e e s

2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017



NHCTpYMeHTalbHasA ANMarHocTmka 3abonesaHumn KpoBM.
JlabopaTopHble uccnegoBaHMs CUCTEMbl KPOBM

eMorpaMMa — cxemaTnyeckas
3aMnncb pe3ybTaTOB UCCIEA0BAHUS
KpoBW (KIMHNYECKoro nnu obuiero
aHan3a KpoBW), oTpaXkatoLero
KQuYeCTBEHHbIE N KOJIMYECTBEHHbIE
XapaKTEPUCTUKN OTAENbHbIX
(OPMEHHbIX 3/1IEMEHTOB KPOBMW.
KoarynorpamMmmMa — KOMMiekc
noka3aTenen KpoBu, OTPaXKatoLLmMX
NpoLEecc CBepTbIBaHUSI.

MuenorpaMMma — nNpoLEeHTHOE COOTHOLLEHME KJTETOYHbIX
SJIEMEHTOB B Ma3KaxX, NPUroToBJiIEHHbIX U3 NMYHKTATOB
KPaCHOIro KOCTHOro Mo3ra.



[loAroToBKa K UCCIeA0BaHUIO KPOBMW.
O6uwme npasuna:

= [1naHoBbIN 3a60p KPOBU PEKOMEHAYETCS e (
npou3BoaAnNTb YTPOM, B nepuoa ¢ 8 oo 11

4yacos, HaTowak (He MeHee 8 4yacoB 1 He

6onee 14 yacos ronoga), HakaHyHe n3beratb -
MULLEBLIX NEPErPY30K. —

= [lMTbé — BOAA, B OOLIYHOM pexuMe.

=" UckniounTb CI)VIBW-IeCKVIe N SMOLUWNOHAJIbHbIE CTPECCHI HAKAHYHE
NCCsieJoBaHUA.

" /cKNoYeEHME KypeHus nepea uccneaoBaHMeM (MMHMManbHO B TeyeHue 1
yaca Ao 3abopa kposu). HexkenatenbHo nabopaTopHoe nccneaoBaHue
KpOBW BCKOpe Mnocrne pu3noTepaneBTUYECKUX NPoLEeayp,
MHCTPYMEHTasIbHOro 06cneaoBaHns N apyrnx MeauumMHCKMX npoueayp.

= [lepepn B3sTMEM Npob KpoBu B nabopatopumn xenatenbHO OTAOXHYTb
(nydwe — nocmnaetsb) 10-20 MUHYT.

" [lpu KOHTpone nabopaTopHbIX NOKa3aTenen B AMHAMUKE
pEKOMeHAYeTCS NPOBOANTb MOBTOPHbLIE NCCIIEA0BaHUS B OAMHAKOBbIX
YCNOBUSX — CAaBaTb KPOBb B OIMHAKOBOE BPeEMS CYTOK W Mp.



1 NOBTOPHbIM KPOBOTEYEHUAM, BO3HUKAOLLMM KaK
CMOHTAHHO, TaK U NOA  BANAHWEM HE3HAYUTENbHbIX

3/10pOBOIr0 YesioBEKa.

XapakTepHble CMAMNTOMbI 3a6os1eBaHUN
CUCTEMbl KPOBM

FeMopparmyeckmii CUHAPOM — NaTO/IOrNYECKNA
CUMNTOMOKOMIM/IEKC, XapaKTEPU3YIOLLINNCS
HaK/TOHHOCTbIO K KPOBOTOYMBOCTWN MOKPOBHbIX TKAHEW

TpaBM, HE CNOCOOHbIX BbI3BaTb KPOBOTEYEHUE Y

FeMapTpo3 — KPOBOU3/IUSHME B MNOJIOCTb CYCTaBa.

FeMmaToMa — KpoBOU3nsSHME ¢ 06pa3oBaHMEM B
TKaHSX MOMOCTU, 3arno/IHEHHOW KPOBbIO.

G — Dura mater
N

Subdural

hematoma 3 \
A
LAY




XapakTepHble CMUMNTOMbI 3a60s1eBaHUN
CUCTEMbl KPOBM

FeMmopparusa (KpoBOU3NUsSIHUE) — Gl
CKOIMJ/IEHME KPOBU, U3/TUBLLUENCS U3 %
KPOBEHOCHbIX COCYZ0OB B OKpYy>KatoLime
TKaHW.

NMeTexun — TOo4eYHble KanuispHble
KPOBOU3NUAHUS B KOXE, CIIU3UCTBIX,
CEpPO3HbIX 060104KaX U BHYTPEHHUX
opraHax.

NMypnypa (remopparnyeckas

Mypnypa —O

nyprnypa) — MHOXXECTBEHHbIE
neTexmasnbHble KPOBOU3USAHUS, KOTOPbIE
MOryT C/IMBaTbCS Mexay coboun B 6onee
KPYMHbIE MO pa3Mepam.

IKXMMO3bl (KPOBOMOATEKMN,
KCUHSIKW») — KPYMHbIE KPOBOU3USAHUS B | |
KOXY WUIN CITU3UCTYIO 060/104KY, KOTOpbIE ool
XapaKTepuU3yoTcs HEMpaBUIbHOW _ z ﬂ
dopmoun n anametpom bonee 3-5 mm. i




AHEMUW Y OETEN

AHEMMS — CHUXKEHME KONUYecTBa reMornobmnHa (MeHee
110-120 r/n ) nnun yncna aputpoumnTtoB (MeHee 4,0x1012/n),
AN TOro U ApPYroro.

Y 6epeMeHHbIX

MA aHEeMUYECKUIA Nopor
P —100-96 r/n
(3pUTpOLUNTLI —
3,0x1012/n).

[1pnynHa —

(pn3nonornyeckoe
yBennyeHue obbema
KpOBMH,
remozentouusl.

AHEMI# HOP

: D 4 P




[MpuunHbl aHeMun. Knaccubukaums aHeMUK B
3aBUCUMOCTM OT BeAyLEN NPUYUHBbI BO3HUKHOBEHMS

I.NocTreMopparmyeckne aHeMmnn (BCNEACTBME KaK HapPYXXHbIX, TaK U
BHYTPEHHUX KPOBOMOTEPD):

1. OcTpeble.

2. XpoHn4yeckue.

II. Fremonutnyeckme aHemunu (F'6H)

III. AHeMuKn BCNeacTBMe HeAOCTaTOYHOCTU 3PUTPONO33a:
1. HacneacrtBeHHbIE annacTtudeckme aHeMum

2. [pnobpeTEHHLIE aHEMUMN.

B T.4. gedvunTHbIE MU ANUMEHTApPHO-AedUUUTHbIE aHeEMUK (aHEMUM
BCNeacTeBue geduumta cneundunyeckmx akTopos):

= yxenesoanehuumntHbie aHemun (OKAA);
= B,,-OedpuumTHbIE aHEMUN;
" 6enKkoBO-AeUUMTHbIE aHEMUN U Ap.

IV. AHEMMK CMeLLAHHOrO reHesa (Mpy OCTpbIX MHMEKLMSAX, cencuce,
OXXorax, npu onyxonsax n nenko3ax u T.4.)



Knaccudukauuns aHeMum no CTeneHm TaxecTum

(BO3, 1973)

Jlerkag

Hb 91-110 r/n
(ansa npeten po 6 ner)

Hb 91-120 r/n
(ans neten > 6 ner)

SputpounTtbl 3-3,5:1012/n

CpeaHen TaxecTu

Hb 71-90 r/n

SputpounTbl 2,5-3:1012/n

Tsrkenad

Hb meHee 70r/n

OpuTp. MeHee 2,5:1012/n

OTeuyecTBeHHble rneanaTpbl PEKOMEHAYIOT CHUTaTb ONTUMAsIbHbIM
ypoBeHb reMors06bmHa y geteun crapwero Bo3pacrta Bbiwe 130 r/n, a
y neten oo 5 net — Bbiwe 120 r/n.

GeHka i Tpebytol

KpHriueckuM YHCAOM 3pUTPOLHMTOB (T.€. YMCIOM, ONACHBIM 1 XU3HH pe-

MM HeoToXHo¥ nomouy) sinserce 1,0-1012/x.




Knaccndpmkauma aHeMumn no UBEeTOBOMY

noKasaTesnto |

HopmMmarnbHble 3pUTpoOUUTDbI 3puTpoLUTbI NpK

*xenesopedhpuumntTHON
aHeMUU

Mo uBeTOBOMY MNOKa3aTesl0 aHeMuM nNoapasfendiTca Ha

rMnoxpomHble (MeHee 0,85), HopMoxpoMHble (0,85—1,0) n rMnepxpoMHble
(ceblwe 1,0).



Knaccudukaums aHeMM NO pereHepaTopHOM CrocobHOCTU
KOCTHOro mMo3ra (Mo 4nucny peTukyiounToB)

HopmanbHoe N
coaep)xaHue . f‘ i1} ‘:Z:.g.
PETUKYJIOLIUTOB B KPOBM ol i ot
0,2-1,2% (2-12%bo0) el |

1.'mneppereHepaTopHbIe ”
aHeMun (ypoBeHb )
peTukynountoB 6onee 12%o) /

2. 'unopereHepaTopHbIe
aHeMun (ypoBeHb _
peTukynountoB 0-3%o) N

3. PereHepaTtopHble

@ADAM, Inc.

aHeMunu (ypoBeHb
PETUKYNOUUTOB 6-12%0)
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Kputnyeckme Bo3pacTHble nepuoabl
B OTHOLIEHUN AeduunTa Xenesa
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XenesogedpuuntHas aHeMUS y NeBOYeEK-
noApOCTKOB (FOBEHU/bHbBIN XJTI0PO3).

[dednuunT xenesa B nepuon 6bICTporo
poOCTa AeTen nybepTaTHOro Bo3pacra
IBNSETCS C/IeACTBUEM
HEeKOMNEeHCUPOBaAHHOIO B Nepsbie roabl
YXU3HM CHMIKEHHOr 0 3araca Xxenesa.

Ckaukoobpa3Hoe yBennMyeHne pacxoaoB
Xenesa 6bbICTpopacTyLLUMM OPraHnU3MoM,
NosiIB/IEHME MEHCTPYasibHbIX KPOBOMOTEPL
ycyrybnstotr OTHOCUTENbHbIN AePULINT.

[MosToMy B nybepTaTHbIN Nepuoa
XenaTtesibHO UCNON1Ib30BaThb
aneronpodunakTuky aepvumrta
Kenesa.

[py nosiBieHnn NpuU3HaKoB geduunTa
Kenesa — Ha3Ha4yaloTCs npenaparbl Xesesa.




XenesogedpuuntHasa aHeEMUS y aeTen

Mo aaHHbIM BO3, pecdbmumt
Kene3a BCTPpevyaeTca Kak
MUHUMYM:

=y KaXkaoro 4-ro MnageHua;

=y Ka)kgoro 2-ro pebeHka B Bo3pacTe Ao 4
neT;

=y Kaxporo 3-ro pebeHka B BO3pacTe OT 5
ao 12 ner.

MpuunHbl xene3oaedmLUNTHOrO0 COCTOAHUSA:

- [NoBblWeHHas NOTpebHOCTL B Xenele (Nepnos NUHTEHCUBHOIO
pocTa);

- HegocTaToyHoe coaepXXaHue Xkenesa B NuLLe;

- HepocTaTo4yHoe ycBOeHue Xerne3a 13 num (Lenuakus, Nnpuéem
aHTaumaos 1 ap.)



KnuHuka »xenesoaedbununTHon aHMnm

AHeMUmn O (He,EI,OCTaTKa B
) . | xenesa
AHEMUYEeCKoW k(cwp,epqn uf
rMNOKCUM

. J




CuMNTOMbI aHEMUN

XXanob6oi:
- FON0BHbIE 6011,

- cnabocTb, BANOCTb,
CHUKEHUE
paboTocnocobHoCTN,
COH/INBOCTD,

- NJIaKCUBOCTb,
PA3[PAXUTENIbHOCTb,

- FOJZIOBOKPY>KEHWUE,
06MOpOKHU,

- WWYM B yLiax,
- OAbILLIKA,
- yacTtble OPBU,
MHEBMOHWUWN, paHHEE
(opMmnpoBaHue

XPOHUYECKUX 04YaroB
NHdEeKLUNN.

N aHEeMNYeCKon rMnoKcum

CumnToMbl AHEMUK

KpacHbiM - TAXENaN Moar
dopma aHemuy - Ycranocts
R ‘ - [ONOBOKPYXEHUA

- g - OBmopok
V ~ KpoBeHocHas cuctema
MoHnkeHHOe KpoBRHOR AaBneHue
, Cepaue
fuikaiiie ' - / - YyaluexHoe ceppuebienve
- ApUTMuUS
- ObILLKa } e L - Bon 8 rpyau
“ _ )
= - CTeHoKapaus
Mblwu! - o \ CepaevHbie npucTynb
T o S - CeneseHka
Knweynnk — 7 s 0% - Yeenuuenue

- ameHeHue

.‘
ugera CTyna f



CMMNTOMbI @HEMUM U @HEMUYECKOW MMNOKCUU
AaHHble 06beKTUBHOIro \ [, \\? ‘

nccneaoBaHunA.

- 6negHOCTb KOXU U
CITN3UCTDIX,

- Taxuvkapaus,

- npurnyweHne ToOHOB CepAla,
CUCTOTMYECKUU LIYM, LUYM
«BOJTYKA» Ha APEMHbIX BEHax.

JlabopaTopHblie AaHHbIe.

[MokazaTtenu Hb un
SPUTPOLIUTOB.

[1py aHEMUU, KaK NpPaBuUIIo,
NPUCYTCTBUE SPUTPOLUTOB
HernpaBsu/ibHOW (POPMbI — | £°4°
NOMKWJIOLIMTO3, U PA3HYH UX \ ‘
BEIMYNHY — aHU3OLIUTO3.



CUOEPOMEHNUYECKNIA CMHOPOM
(CUMINTOMbI HEAOCTATKA XXEJIE3A )

CnaeponeHn4yecknm CMHAPOM cneundundeH ans K
xenesoaedunTHON aHEMUK | g-«; 3

Xano6bi ‘
- U3BpallleHne BKyca , 0OOHSAHUS, anneTuTa
- ancdarus, aucnencus

- ANCMEHOopeS.

[daHHble 06 bEeKTUBHOIro uccnegoBaHus
- CYXOCTb KOXW, «3aeabl» B yrnax pra

- CYXOCTb, TOMKOCTb, BblNaAeHne BOJOC,

- UICTOHYEHME, NCYEPUYEHHOCTb HOITEN

- rnoceuT

- Kapuec 3y60B 1N UX KpoLUeHne

- aTpoduryeckmm azodaruT

- aTPOPUYECKNIN racTPUT, CKTOHHOCTb K
3anopam




[narHocTtuka:

1. KnuHuka (ckyaHast npu NErkon aHeMmmn)
2. AHann3 KpoBMu:

Hb < 110r/n

LM <0,8

CHU)XeHMe YPOBHS CbIBOPOTOYHOIO XeJie3a HmxXe 7-8 MKMOonb/
(npoba ¢ dpeppasniHOM)

N3MeHeHM e 3PUTPOLIMTHbLIX UHAEKCOB B obuiem aHanuse Kponu,
BbliMOJ/IHEHHOM Ha aBTOMAaTU4YE€CKOM reMmatoJiorm4ecKkom
dHaAJIN3aToOpeE.

CHMmxaroTcs:

cpeaHun obbveM sputpouuta (MCV) — meHee 80 dn,

cpeaHee coaepxaHue Hb B aputpouute (MCH) — MeHee 26 nr,
cpeaHssa KoHueHTpaunsa Hb B aputpoumte (MCHC) — meHee 320 r/n,

MNMoBbiWaeTCcA: cTerneHb aHmM3oumnTo3a aputpoumnTos (red blood cell
distribution width — RDW) — 6onee 14%.



B 6uoxmMmmuyecKkoMm aHaaum3e:

" CHMXKEHWE KOHLIEHTpaLum
CbIBOPOTOYHOro >enesa — CK (MeHee
12,5 mkmonb/n),

" MOBbILLEHNE 0bLLeN
YXene30CBa3biBalowen CnocobHoCTum
cbiBOpoTkN — OXKCC (6onee 69
MKMOSb/1),

" CHMXXEeHMe KOaddULMeHTa HacbllLeHUs
TpaHcheppuHa xenesom — HTXK (MeHee
17%),

" CHM)KEHWE KOHLIEHTpaLum
CbIBOPOTOYHOIro pepputnHa — CO (MeHee
30 Hr/MN unn MKr/n).

" yBeSiM4YeHne B YCNoBusSX aedpuuunta
Xene3a KOHUEHTPaLuMn pacTBOPUMBbIX
TpaHcdheppuHOBbLIX peuenTtopoB (bonee 2,9
MKr/Mn).




NEYEHWE XXENE3OAEPULINTHON AHEMIU

Ob6Lwume noaxoabl K NeYeHUro

1. BblneunTb >xenes3oaeduUmnTHYI0 aHEMUIO AUETOM
HENb3S.

2. Ucnonb3yroTCcA TONbKO npenaparsbl Xenesa,
KaK JIeKkapCTBEHHbIE CpeACTBa, CTPOro
COOTBETCTBYIOLLUE BAPUAHTY aHEMUM.

3. JleyeHune aA€KBATHbIMU TAHXKECTU CYTOYHbIMMU
A03aMM OAHOIo npenaparta C XOpOLLIeVI
nepeHoCMMoOCTbIO.

4. Ncnonb3yloTca NpenMMyLLECTBEHHO Npenaparl
OpaJIbHOr0 NpMYMEHEHMUS.

5. HasHaueHue TpaHcdy3umn 3pUTPOLIMTOB TOSBKO MO
YKU3HEHHbIM NOKa3aHUSAIM, B TOM Y1C/ie 6OSIbHbIM
CTapLUMX BO3PACTHbIX FPYNM C NPOrpeccupyoLLei
CTeHOKapAvel, AeKoMneHcauve KposoobpalleHns n
06L4EMO3IOBBIMI MMMOKCUYECKMMI PacCTPOACTBaMM.

6. OueHka 3pdexTa NeYeHns no KIMHUKO-
nabopaTopHbIM MpU3HaKaM.




JleyeHune

Pexum

CneumanbHbIX
TpeboBaHUU K peEXNMY
TpyZaa, OTAbIXa, NEYEeHus,
peabunuTaummn Her.

B nepuoAa Bblpa)XeHHOro
obocTpeHns 6onesxun
cnenyeT BO34epXXmMBaTbCS
OT TSHKENOU (PU3NYECKOU
Harpy3Kku.




[lveTta npn aHeMuu

[Jnetnyeckne HasHayeHus
UrparoT poJsib B OCHOBHOM B
npodunakTuke xenesoaeduumTHON

aHeMuM. o
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HeobxoaMMOo yunTbiBaTb, YTO NOA B/IUSAHUEM HEKOTOPbIX
coepXKallMXCs B MULLE BELECTB, @ TakXXe Npy 0AHOBPEMEHHOM
NMPUMEHEHUN psiAa MeAMKaMEHTOB BCAaCbiBaHMeE XeJie3a 13 NpenapaToB
CONewn Xkene3a MOXET YMEHbLUATbCS.



2.DeppoTepanus.

OpraHmsauus neyeHms 60JIbHbIX C
wenesonedULNTHON aHEMUM:

- riepe/l Ha4yanoM Jie4yeHuns
npenapaTaMmu xenesa Heobxoamma
6ecena c poantensammn pebenka (o
peakuum Ha beppoTepanmio HEKOTOPbIX
OpraHoB U CUCTEM, A/IUTENBbHOCTU
neyeHuns — 2-3-6 Mec. nocne AOCTUXKEHUS
HOPMbI reMorno06mHa).

- Tepanus He A0/HKHA NpeKpallaTbCs
nocse HopMaaunsaumm ypoBHS
remMorsiobuHa.




OCHOBHbIe rpynnbl NpenapaToB Xefe3a

[lpenapaThl
ABYXBa/IEHTHOrO Xene3a

[lpenapaTbl TPEXBASIEHTHOIO Xene3a

Cynb$aT xenesa (II)
AKTUMEpPPUH
depponnekc
Tapnm$ep0H
Copbumep

MAPOKCUA-NONNMaNbTO3HbIM KOMMIEKC
(nonnmanbTo3aT Xene3a (III))

ManbTOoep
Maano$ep don (nepopanbHbie POpPMbI)

Xnopua xenesa (II)
[eModep

[ MApOKCKA, Caxapo3Hbi KOMMIEKC
(caxapat xene3a (III))

BeHodep (pacTBop 4191 BHYTPUBEHHOIO
BBEAEHUS)

[ntokoHaT xene3a (II)
ToTteMa

napoKcua, NoMM30MasibTO3HbIM KOMIMIEKC
(nonnnsomanbTo3aT Xxenesa (II1))

®eppymM nek (pacteBop AnS
BHYTPUMbILLEYHOIO BBEAEHNS)

dymapar xene3a (1I)
deppoHaT

[penapaTtbl HA OCHOBE TPEXBANIEHTHOMO XXee3a Sydlle NepeHoCcaTcs, HO
nHoraa MeHee adhdeKTMBHBI 1 TPEBYIOT Bornee ANUTENbHbIX KypCoB

le4yeHns.




NMpenapaTbl B CMpONEe U Kanaax ans AeTeun:
ManbTtodep — Ferric [III] hydroxide polymaltosate (Fe3+, LLiBenuapus);
eModep — Ferrous chloride (Fe2+,MonbLua)
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[penapaTbl Xene3a uenecoobpasHo rnpuHMMaTb
3a 05,-1-2 yaca 10 wau npm 6onsix B XKMBOTE
yepe3 1 4yac nocne eapl (Npu NIOXon NEPEHOCMMOCTH
— MPUHMMATb BO BpeMS efibl).

Henb3s 3anuBaTh NpenapaTthl XXeJie3a Yaewm,
MOJIOKOM U T.A.

CyTouHan go3a (aenutcs Ha npuemsbl) 2-
BaJIEHTHOro UM 3-BaJIGHTHOrO XXene3a: y
B3pocnbix — 200 Mr B cyTKm, y aeten — 30-100
Ml B CYTKM

BbonbLive A03bl HEe YBe/IMYUBAIOT
3((PEeKTUBHOCTDb JIeYyeHUs, HO AatoT bosbLie
nob6o4HbIX 3hdeKkToB (paccTponcTBa MYHKLUK
XXenyao4HO-KULIEYHOro TpakTa, BnaoTb A0
N3bSA3BNEHNN, CTEHO30B, HEMPOXOANMOCTMU;
yBEMYEHMNE PUCKA KULLIEYHBIX MHGEKLNN).

-~

&@



KoHTposb 3¢h(peKTMBHOCTN TEpanun

V4
= B nepsble AHM NneYeHnsa NpoBOANTCH Ly
OLIEHKa CYObEKTUBHbIX OLLYLLIEHWH,
= Ha 5-8-1 AeHb NpOBOAUTCSA ONpeaeneHne g M’
peTukynouuTapHoro kpmsa (2-10-kpaTHoe ' Y =
yBenn4yeHne ymcna peTukyaoumMTos no , f
CPaBHEHWIO C UCXOAHbIM 3HAYEHUEM). N

" Ha 3- Hepene oueHMBaloT MPUPOCT reMorsIobrHa 1 4mcia
3pUTPOLIUTOB.

" HopManu3auus YpoBHSI reMorniobuHa, MCYE3HOBEHME MMMOXPOMUM
NponcxoauT 06bIYHO K KOHLLY NepBoro Mecsia seueHus (npu
a/leKBaTHbIX [103ax NMpenapaTos).

OfHako C Lenblo HacbIWeHNs eno peKkoMeHAyeTcsa NpuMeHeHue
NnoJIOBUHHOM A03bl XKene3o0coaep)Kalimx npenapartos Ha
npoTsh)keHuu eule 4-8 Heaenb. HacoileHMe aeno onpeaenseTcs C
MOMOLLIbIO KOMIMJIEKCHOro HUOXMMMNYECKOro UccneaoBaHus.

I1pu OTCYTCTBMUMN 3TUX METOAO0B JiedyeHune nposoaomtcsa
IMIMNPUNYECKM.



[loKka3aHMA K NapeHTepasibHOMY BBeAeHUI0
npenapartoB Xene3a:

1. CocTosiHUS MOCE PE3EKLUM XKENYAKA,
TOHKOr0 KuLIEYHMUKa.

2. CWMHAPOM HapyLEHHOro KUWeyHoro
BCaCblBaHUA.

3. Hecneuudunyeckmm 93BEHHbIN KOMUT.
4.  XpOHWYECKUN SHTEPOKONNT.

NokasaHue K nepenmBaHuIO Le/ibHOM
KPOBMU U 3pUTPOLIUTHOMN MACChI:

Tshxkénas aHeMus (coaep)xaHue
remornobuHa Hmxe 60 r/n).




AuncnaHcepHoe HabnroaeHue Ha
neanaTpuyecKoM yyacTKe CoriacHo
CraHpaptam Hmxeropoackom obnacru:

10 HopManu3auun Hb — 4

pasa B MecsL, -‘
3aTeM 3 Mec. — 1 pa3 B &
MecsL, .

v

B rnocnepyowipne 9 mec. —
1 pa3 B 3 MecC.
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NMpodunakTuka xxenesoaedPuULUMTHbIX
aHeMUH

BkntoueHue B pauuoH pebeHka
NpoOAYKTOB, 60raTblX XXene3omM.
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CopepxxaHue >xenesa (Mr/100 r)B npoAyKTax XXMBOTHOIO

NPONCXOXKAEHUS
Mpomyars CyMMapHOe CoflepHaHme Keleaa, (CHOBHEIE ee30C0TEDHATIIHe
mr/100 T mpopyKTa CORTIHERNA
[loyens, 6,9 [ay
bapanuma 6,6 [en
fI3LIK TOBARIH 41 [ey
Msco kpomika 3,3 [en
Romnga 3,1 [ey
ToBannEa 21 [en
Msico kypums 1,6 [en
Maco nEzeiiEn 14 [ex
CrymOpus 1,7 (DeppUTHH, TeMOCHIEDHH
Casan 0,6 DeppHTHH, TeMOCHEDHH
Cynax 0,0 (DeppUTHH, TeMOCHEDHH
Xex/Tpecka 0,5 DeppHTHH, TeMOCHEDHH




Coaep>kaHue xenesa B pactuTesnbHbIX npoayktax (mr/100 r)
(Kastokosa T.B., 2011)
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CoaeprkaHue xenesa B pactuTtesbHbIX npoayktax (Mr/100 r)
(Kastokosa T.B., 2011)

IITpoavVKTEI demezo, mr/100 T

XJmed NImeHAYHLIM:
MyKa 1-To copra
MVEA B/C
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Abcopbuus xenesa 13 NUeBbIX NPOAYKTOB

NMpoaykTt KoacppuumeHTt
abcopbuumn xenesa (%)

Puc 1

®acosnb 2-3

LLUnuHaT 1

DpyKThl 2-3

Anuo 2-3

Pbiba O-11

[leyeHb 12-16

TendaTtuHa 22




KoMMNoHeHTbI Nuuu, BansioLlme Ha peppoabcopbuuto B

KUWEYHUNKE

YCUINBaIOT CHMXaloT BCcacbiBaHue
BCAaCbiBaHUe XeJe3a Kanbumn

JInMOHHas Kucnota OkcanaTsl

AckopbuHoBas KUCNOTa docdaThl

SHTapHasa K1cnoTa dutatbl

[TnpoBUHOrpagHasa KMcnota | faHuH

MosioyHaa KUCcnoTa

CoeBbIN MPOTENH

Ka3eunH [TnweBble BOTOKHA
Copbut N36bITOK benka
PpyKTO3a N36bITOK NonmMdeHoN0B
ASKOrosnb N36bITOK Xenesa

N36bITOK XKMPOB

JlekapCTBeHHble NpenapaThl

gJCI)TOpXVIHOJ'IOHbI, TeTPaUMK/INHbBI, anbMarernsb,

ocdosntoresib, npenapaTbl KanbLus,
NIEBOMULIETUH, NEHULWANAMUH U Ap.)




AKTUBATOPbI N MIHTMOUTOPLI BCACbIBAHUS Xene3a,
coaepxallunecs B NULLEBOM paLMOHe YenoBeka™*

Mpogy KTl NMTAHKA AKTHMRHO®E CreneHb
BEelLUeCTBRO ENMNMHAAHHA

AKTHMBATOPHI

Maco, neYeHs [emornobun, muarnobun + + +

PpyrTe Butammn C + 4+

Oerowm, KEaAWEHAR Butammn C, Kk HcnoTs + + +

KaMmy cTa

Kedup Krcnotsl +

MHIMBMTOPEI

Bee evgm was

Nonudpenons [TaHHMH]

3epHoNpOgYKTH

[TMwesbie Bonokna, gurar

Crip, MonoYHee NPOLYKTE

Kansuui, dpocdar

2 [FTITe

Pocdonporemn,
anbByMMH




FrEMOPPAITMYECKUE 3ABOJIEBAHUAI.
(«FrEMOPPAI'MMECKUE OUATE3bI>»)

pynna 3aboneBaHnn u
CMHAPOMOB, OTINYUTESbHbBIM
NPU3HAKOM KOTOPbIX SBASIETCS
NOBbILLEHHAs! KPOBOTOYMBOCTb,
KOTOpast MOXeT ObITb
obycnosneHa pa3HbiMuU
naToreHeTn4YecKuMmn
MexXaHM3MaMM.

B ocHOBe KpOBOTOYMBOCTHU
pa3J/inyHble MeXaHU3Mbl,
CBA3aHHble C U3BMEHEHUAMU B
cncTeMe remocTasa.




MexaHn3Mbl CUCTEéMbl reMocCcTa3a

p

\_

[logaep>xaHue
CTPYKTYPHOM
LIENOCTHOCTM CTEHOK
KPOBEHOCHbIX COCYA0B

W,

r

TpombupoBaHue
cocyaa npwu
NnoBpeXaeHun

~

r

Cocyaucroe 3BeHO
reMocra3sa

W

TpombouutapHoe
3B€HO reMocTta3sa

NnasMeHHoe
3BeHO reMmocrasa




NMPNYUNHDbI
FTEMOPPAI'MHECKUX
3ABOJIEBAHUMN
- Wy,

HapyweHnne N /HEIDYLLIGHMG N/ ne qmw}
CTPYKTYpbl YNCIEHHOCTU U
COCYANCTOM bYHKLIMOHABHbIX NNa3MeHHbIX
cTeHkn (6one3Hb CBOVCTB (akTopoB
LLIeHN1eiHa- TpomMboLMTOB reMocrasa

(TpoMboumnTOoneHuu, (remoununs u

@OX&I) o \Tp0M6ouMTonaTM ") ap.)
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rEMO®UJINA

[eMoUIna — HacneacTBeHHoe
3aboneBaHue, nepegaBaemMoe rno HEMOPHILIA
peLeccuBHOMY, CUEMNIeHHOMY C X-
XpOMOCOMOW TUMY, i

XapaKTEPU3YIOLLIEECs Pe3Ko Ol Uy )
3aMensieHHOM CBEepThIBAEMOCTbIO KpoBU |\ | |/ ge, ,{
W MOBbILUEHHON KPOBOTOUMBOCTBIO 13- P [N -:-,'-',.
3a HEAOCTAaTOYHOWN KOoarysLuMOHHOM | JE ' Z:." *

aKTUBHOCTU OA4HOro U3 PaKTopoB
CBEpPTbIBaHUS KPOBW.

PacnpocTpaHeHHOCTb reMounum B 60MbLLUMHCTBE CTPAH COCTaBISIET
15-20 Ha 100 TbiC. My>4nH, nnun 1:10 TbiC. HOBOPOXXAEHHbLIX Ma/lbYMNKOB.

Ha Tepputopun PO npoxunsaeT okono 15 000 6onbHbIX reModunmnen,
M3 HUX AEeTU COCTaBNAIOT okoso 6 000 yenoBek (Mo AaHHbLIM
co3aaHHoro B CaHkT-lNeTepbypre bnarotBoputenbHoro ®oHaa noMoLLu
60nbHbIM reModunmnen «HaumoHanbHbI ®oHA FeModunmm»).



Bbiaensor:

" KJITACCUYECKYI0 reModunnio,
nnn remounuio A,
0bycnoBnieHHyo AedpnLmUTOM
dakTopa VIII (coctaBnseTt 80-
85% oT 06L1ero ynucna noaen
C reModunmen);

= remodwunnio B, nnum
6one3Hb Kpucrmacca -
nednuuTt daktopa IX;

= remopunuio C - pedpuunt
dakTopa XI nnasmsl.




HacnenoBsaHue

Bce pouyepun 60sbHbIX
remodunmen ABNATCS
HOCUTENSIMWN @aHOMaJTbHbIX
reHOB, BCE CbIHOBbS
340pPOBbI.

BeposaTHOCTb TOro, 4YTo
CblH HOCUTEJIbHULIbI
remodununu byaet 6oneH
remocunmen, CocTaBnseT
50%b0, KaKk 1 BEpOSATHOCTb,
YTO ee Aoyepwu rnonyyar
CBOMCTBa HOCUTENSI.

Parents
*
|
U
Father Mother
(without (carner for
hemophila) nemophila gena)
XY X
u
o /B
Nl B
x 3 s
n ' E
n | B
- |
Son % Daughter - Son ' Daughter
Withol w (camerfor (has (G0es not cary
nemoptiia) ‘.’f’,@;." ) ;{.‘.._. hamophiia NEMopNILg gene
Y ® A 4 )
X . X s Y XX
ag®

Children
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EBpOﬁEl

9 peten n 42 BHyKa
Kopoacsa Buxropia s Auraus I KOposiesbl BuKTopuK
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Aznca Jleonoaua Bcalrpucca
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aiw 00086 é_h 800008
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Hacaenoranue remodunuy 8 uapekux nomax Esponsr:
B remodunnk; @ — Kenuwmna-HoCHTE .




KInHukKa

a i a

l'eMopparuu 3

Kposousnuanusa B Cycrasbl 'H B
KpoBou3uaHuA MO KOXKY U B MblLlIL|bl ]
HapyxHble KpOBOTEYeHHA NIPK NOPe3aX U ApyruX TpaBMax
Hocosbie KpoBoTeyeHuA

KpoBoTeyeHus u3 CIu3MCTiX 000N0YEK NONOCTH PTa
KpoBoTeyenus npu yaanenuu 3y6os

Maxkporematypus

HenynoyHo-KumeyHbIe KDOBOTEYEHUA

JabpHOLWKHHBIE reMaTOMbI

bonbuble, %

TIpk XHDYPTHYECKHX BMEIATENbCTBAX-Aon-cmarsiiansmnit mannmaoss
B Opbixeitky 1 KUWEYHYIO CTEHKY Oco6eHHOCTDb

“ "reMOCI)“anOFO"

B ronosHoi MO3r 1 ero 000104KH  kpoBoTeueHns —
JlerouHoe KpoBOTEYEHHE OTCPOYEHHOCTb (CnycTA

[lo7 CyXOKuMbHBIA WAEM Yepena ~ “achbl Mocne TpaBMbl).

94.8
93,1
91,5
56,9
473
38,2
28,4
19,6
15,7
10,8

6.9
14,0

3.9

1,0




3aBMCUMOCTb TAXXEeCTU remopparum ot ypoBHSA VIII
(paKkTopa B KPOBU

- ) -

Yposens VIII ¢pakropa

(B % 0T HOpMB) T'emopparyueckue NPoABIEHHS

50-100 [ToBbilEHHOW KPOBOTOYHBOCTH He HabIHOfaeTCH
25-50 KpoBoTeueHuA ToNbKO N0CIIe 3HAYUTENbHBIX TPABM # 0B1LMD-
HBIX XMDYPIUYECKUX BMELIATE (TR
5-25 Jlerkas reMounus. JlnutebHble KpOBOTEYEHHMA NOCTE JIHO-
ObiX XMpyprudeckiX BMeLIaTeNbCTB 1 HeQOMbIIMX TPaBM
1-5 Temodumua cpeneit TaxectH. TAKeNbE U JNUTebHble KDOBO-

TeyeHus NOCe MUHUMAIbHBIX OBDEX/eHUH, TeMapPTPO3b!
1 «CTIOHTAHHbIE» KDOBOTEYEHHUS

0-1 Taxenas remounus, reMapTpO3bl € BO3MOKHOM HOCTEAVHO-
LLieit HHBANMAU3ALIMEI, rNYDOKKe TKAHeRble FeMaToMBI,
KPOBOTEYEHHA




[EMOOUJTUA
[lopakeHne CcyCcTaBoB




JIEHEHWE

SAMECTUTENIbHASA
TEPANNSA
(kOoHUeHTpaT baKTopa)

Cxema AeueHHa | (iona
f remopunun)

ConyTcrBYlOllasa Tepanus
— ropMoOHoOTEepanus,

— UHrMbuTopbI
¢punbpuHonusa (npu
KPOBOTEUYEHUSIX U3 paH U
cnu3suctbix, SAMNPELLEHDI
NMPU NOYEYHDbIX
KPOBOTEYEHUAX)

MecCTHbIe

remMocraTMyeckue
npenaparbl




JledeHne remom@unu

TpeboBaHUA K pexxumy

e OrpaHun4yeHune PU3NYEecKnUx Harpy3ok npu
obocTpeHuu.

e |I36eraHne npenapaTtoB aHTUArpPernpyoLero
OenCcTBuUS.

OveTta

CneunanbHbIX AMETUYECKUX OrPaHUYEHUN
cornacHo MpoTokony BeAeHUs 60MbHbIX HET.

(SY®)



[luTaHmne B ctaumnoHape (CraHaapt, 2012)

YacToTa

HanMeHoBaHWe Bnaa ne4ebHoro nuTaHus NPeAOCTaBNEHNS
BapuaHT AneTbl C MeEXaHNYECKUM U XUMUYECKUM 0,05
LLI@XKEHNEM
[dneTtnyeckas Tepanus npu 3aboneBaHuaXx 0,05
KuweyHuka (cton 3, 4, 4a, 46, 4B, 4n)
[neTtnyeckas Tepanus npu 3abonieBaHUsX nevyeHu, 0,05
XXENYEBbIBOAALMNX NYTEN U NOAXKENYAOYHON XKENe3bl
(cton 5a, 5w, 5n/x, 5n)
AneTnyeckas Tepanus rnpu 3aboneBaHUsIX 0,05
NULLIEBOAA, XeNyaKa, ABEHaALATUNEPCTHON KULLKM
(cton 1, 13,16, 23, 2, 5p)
[AneTtnyeckas Tepanusa rnpu HopMasbHOM COCTossHMM | 0,6
OPraHoOB MULLEBAPEHUS U OTCYTCTBUM MOKa3aHUN ans
Ha3HauYeHus crneumanu3npoBaHHON aneTbl (cton 15)
Cyxast aganTupoBaHHast MOSIOYHAs CMECh 0,05
ONIBCKapMAMBaHUA AETEN C POXAEHUS
OcHoBHas neyebHas aueta (OJ11) 0,15




JleyeHne remounnn

I. 3aMecTuTenbHasa Tepanusa

CoBpeMeHHas TaKTUKa fleyeHus
remouanm

e JleyeHue «rno TpeboBaHUIO»
(Kpn3ncHoe, rno obpallaemMocTun) —
npenapaTbl BBOASAT B YCIOBUSIX iIe4ebHoro
yupexaeHuns no akTy pa3BuTuUs
KPOBOTEYEHMUS.

e [IpodwunakTnyeckoe neyeHue (Lenb —
noaJep)xaHne akTMBHOCTU AedULMTHOro daktopa Ha
ypoBHe 5% OT HOpMbI) — rnpenapaThbl BBOAAT «3apaHee»
ONS NpeaynpexaeHns KPOBOTEYEHUN N KPOBOU3TUSAHUM
NPy TSHKENOWN N CPeAHETSXKENON reModunnn.,



JleyeHune remounnn

e JleyeHne B AOMALLHUX YCIOBUSIX
(NpeanoYTUTENbHO) —
NPUMEHSIETCS MPU HETSHKENbIX
reMopparmyeckKkmx Kpmsax u
npeacraBnsgeT cobon BBeAeHUE
(pakTopa BHE MeAULIMHCKOro
yupexxaeHus 6e3 HabntoaeHus
MeanepcoHana (neyeHue
NpoBOAUTCS POACTBEHHUKAMU
60n1bHOro rnocne ux obyyeHus
npaBunam BBEAEHUS NPENApPaToB).

[1pn CNOXXHOCTU BEHO3HOI0
A0CTyna, BO3MOXXHA YCTAaHOBKA
BEHO3HbIX NOpTOB. ECNn y
nauyueHTa yCTaHOBJIEH
BEHO3HbIU NOPT, pebeHOoK M
YJieHbl CEMbM AO0/IXHbI ObITb
AONOJ/IHUTEJIbHO O6y4eHbl
npaBuJiaM ero UcrnoJib30BaHus u
yxoay 3a HUM.

Antihemophilic
Factor (Human)




KpuTtepuu Bbibopa aHTUreMo@uiibHOro rnpenapara

1. KoHueHTpaTbl aKTopa CBEPThLIBAHMUS

[IpMeHeHne peKoOMbUHAHTHbIX NpenapaToB
(haKTOpa NO3BOJIAET U36EXaTb PUCKa 3aparKeHUs
NaLUMEHTOB BUPYCHbIMU MH(EKLNSAMN, KOTOPbIN
BO3MOXEH MpU UCMNOJSIb30BAHUM
aHTUMreMouIIbHbIX MPEMNapaToB, NOJyYEHHbIX U3
NIOHOPCKOW KPOBMW.

B TO e BpeMs npu Bbibope BapnaHTa
3aMeCTUTENbHOW TEPaNUU CNeayeT YYUTbIBaTb,
4YTO peKOMbUHaHTHbIE NpenapaTbl B 2-3 pa3a
I0pOXKe Ma3MeHHbIX.

2. KpnonpeuunutaTt — 6enKoBbI NpenapaT nia3Mbl KpOBU YEN0BEKa
— MPUMEHSIIOT NPU rEMOMPUNNKN B UCKNIOYUTENBHbBIX Cy4Yasix, npu
OTCYTCTBUWN KOHLIEHTPATOB (PaKTOPOB.

B pa3BuUTbIX CTPaHaX CBEXEe3aMOPOXXEHHYIO NJ1a3My U
KpMonpeuunuTaTt He NMPUMEeHSIOT ANA JiedyeHus 60/1IbHbIX
remocdunmen, ncnonb3ys Ux 1lb B KayecTse nonydabpukatos Ans
NPON3BOACTBa BbICOKO3I((MEKTUBHBIX N BUPYCObe30MnacHbIX
KOHLIEHTPATOB ()aKTOPOB CBEPTbLIBAHUS KPOBW.



JleyeHne remounum

I11. lopMOHOTEpanusa
» TNIOKOKOPTUKOMAHAs Tepanus.

[py NOYEYHbIX KPOBOTEYEHMAX MOKa3aHa
NpeaHWU30M0HOTEPANUSA KOPOTKUM KYpCOM 3-7 AHEMN.

»> [lecMonpeccuH —
BBOAMTCSA BHYTPUBEHHO.

BpemeHHO (B TeueHune 8-10 4) NoBbILIAET YPOBEHb
FVIII. Mocneayiowmne nHbEKUNN 06/1aAat0T MEHbLLEN
3(MPEKTUBHOCTbLIO, YTO OOBACHAETCSH UCTOLLIEHNEM
neno gaktopa VIII. Ucnonb3yeTtcs ansg npoduiakTukm
N NeyeHns remopparmnvyecknx anmM3onos, B T.4. BO
BpeMS XMpypruyeckux BMeLlaTesnbCTB.

II1. MecTHasa Tepanus:

HaN0XXEHME TaMMOHOB C FEMOCTAaTUYECKOM FyOKOM, TPOMOMHOM Ha
MECTO KpoBOTEYUEeHUS, AeEKTA KOXN U CIIU3UCTDIX.



JleyeHune remodunnm
IV. ®usnorepanun

poBOAMTCA MPU reMapTpo3e U MbILLEYHOM KPOBOTEYEHUH
TOJ1IbKO Ha (bOHEe 3aMecTUTEeNIbHON Tepanuu:

= B OCTpbIM Nepuoa YBY-Tepanusa — 2-3 npoueaypbl, YTO NO3BOMSET
NOBTOPSATb KypCbl YBY B TeueHue roga Ha OAWH U TOT Xe oyar
NopakeHus;

= nocne YBY n kynupoBaHusi 60n1eBoro CMHApoOMa 1 oTeka
nocneaoBaTenbHO MOryT 6bITb MUCMOJSIb30BaHbI 3M1IEKTPO- U (POHOMOpE3
rMOpPOKOPTMU30HA, ANMEKCHAa:

" MpW OCTATOYHbIX SIBIEHUSIX — MarHUTOTEPANMUsl EXXEAHEBHO B TEUYEHNME
10-12 gHewn.

V. CaHaTOpHO-KYypOpTHOE JIedeHUue OC/I0XKHeHu remodmnnmnm

[Mo3BONSET NPUOCTAHOBUTL MPOLIEeCC MHBaNMAN3auMn NauneHTos
(ypoBeHb ybeanTenbHOCTU A0Ka3aTesnbCTB B).

dusnoTtepaneBTnUeckme npoueaypbl (B OTAENbHBIX ClydasX
NPOBOAATCA NMOA NPUKPbITUEM FrEMOCTAaTUYECKMX MPenapaTos).

NeyebHas PuU3KynbTypa, Maccax, ninaBaHne — Ans yKpenneHus
MbILLEYHOWN CUCTEMBI.



[MomoLb 601bHOMY remodunmen NpM HOCOBOM
kpoBoTeueHnn (BO3, 2012)

1. HaKNOHUTbL rOsI0BY
6051bHOroO Bnepén, 4tobbl OH He
rN0Tan KpoBb U MOMNPOCUTb €ro
MSIrKO BblAbIXaTb MENKNE
CrYCTKM.

B TeueHne 10-20 MUHYT
cnenyeT npyuaaBnMBaTh Maprsto,
CMOYEHHYIO B NeasHOM Boae, K
nepegHen MArkon 4acrtu Hoca.

2. YacTo, ecnu KpoBOTEYEHME HE CUIIbHOE U HE NMOBTOPSIETCS, HE
BO3HMKaeT Heob6XoaMMOCTM B Tepanum 3aMeLlalowmMm gakTopomM.

3. AHTUrMCTaMMHHbIE NPEenapaThbl M IEKapCTBa OT 3a/I0KEHHOCTU HOCa
nosie3Hbl AN KPOBOTEUEHWIA, XapaKTEPHbIX A5 anIeprui, MHMEKLMA
BEPXHUX AbIXaTENbHbIX I'IYTeVI N CE30HHbIX N3MEHEHUN.

4. INone3Ho MeCTHOE NpVKIaabliBaHWE Map/n, CMO‘-IEHHOVI
£-aMMHOKANPOHOBOW WX TPaHEKCAaMOBOW KUC/IOTOWN.

5. ECnn KpoBOTEYEHUA NPOAO/HKUTENbHbIE UTU MPOUCXOAAT YacTo,
NPOBECTU OLUEHKY Ha HaJInyne aHeMmnn n NpMMEHNTb COOTBETCTBYHOLLIEE
iedeHune.

(@)
|—



[MomoLb 601bHOMY remodumen Npm HOCOBOM
KPOBOTEYEHNN

6. Ecnn KpoBOTEUYEHME HEe NPOXoaAnUT g3 A"
NN MOBTOPSIETCS, NPOKOHCYNbTUPOBATbLCS
C OTOJSTAPUHIOIOrOM.

[N1s KOHTPONSA KpOBOTEYEHNE MOXKET
noTpeboBaTbCs NepeaHsas U 3a4HAs
TaMnoHaza Hoca.

/. HocoBble KpOoBOTEeYEeHUe 4acTo
MOXHO npeaynpeauTb, NOBbILLAS
BJIQXXHOCTb B OKpY>KaloLlen cpeae,
HaHocsa renu (HanpuMmep, Ba3esIMH
WU KanJim COJZ1IeBOro pacreopa
/renb) Ha CAN3NCTYIO 060J104KY HOCA
ANS COXPaHEHUS BAAXXHOCTU, AU
NMPUMEHSAS CONEBOW CIPEMN.

Q)
N



KpOBOVI3J'IVIFIHV|e B MAINKne TKaHu

CuMnTOMBbI ByAyT 3aBUCETb OT MeCTa _ ‘ —
After bleeding stops, bind wound with tight _4
KpOBOM3n NAHUNA. bandage and apply ice pack with direct

2. Ana MHOrMX NOBepXHOCTHbIX
KPOBOM3JINSIHUIA B MATKME TKaHU Tepanusa

3aMeuleHus pakTopa He TpebyeTcs. ) y Ny
’ — (\\
Mo)xeT 6bITb NoJsie3HbIM NPUMEHeHune ( 3""\‘3‘6 i/
TYrmx noBsi30OK u sibAa. _— e N

3. MNpoBeanTe oLeHKY 60/1IbHOro Ha CTEMNEeHb
TSPKECTU KPOBOU3NNSAHUS N BO3MOXKHOCTb
BO3/1IEMCTBMS Ha MbILLULbI U HEPBHO-COCYAUCTYIO
CUCTEMY.
MckntoumTe BO3MOXKHYHO TPaBMy YYacTKOB, FA€ PacrioXeHbl
XXM3HEHHO BaXXHbl€ OpraHbl, TakMe Kak rosioBa Wan 6poLLHas NoNoCTb.

4. KpoBOM3nMsAHUA B 3a6prOLLMHHYIO NMOJZI0CTb, MOLUOHKY,
aroavubl Ui 6eapa, MOryT NPpMBECTU K 3HAUYUTE/IbHbIM NOTEPSM
KpoBu. ECnin eCcTb Nnofo3peHne Ha TaKoro poaa CUTyaluio,
HeMeaAJ1IeHHO N1e4YnTb (PaKTOPOM CBEPTbIBAHUS.

5. Cnenyet perynspHo HabnoaaTh 3a YPOBHAMU reMornobuHa v
OCHOBHbIMU NOKA3aTeNSAMN XN3HEAEATENbHOCTU

-
7

pressure for 10 minutes R



PaHbl 1 CCalUHbI

Ans neyeHns Hernybokux paH,
HeobXx0AMMO OUYNCTUTBL paHy, TYro
nepebnHTOBaTb N 3aTEM HANOXWUTb
CTEPUbHbBIN JIEUKOMNIACTbIPb.

2. OAns rnybokux paH, NoaHATb
ypoBeHb (hakTopa CBEPTbIBaHMUS, a 3aTeEM
HAJIOXWUTb LLBBI.

3. LLIBbI MOXXHO CHMMAaTbL Nocne
BBEeAEHNS KOHUEeHTpaTa dakTopa.




[ eMapTpo3

[pn 601€BOM cMHApPOME
NOKa3aHO MCMNONb30BaHNE MECTHOM
rmnorepmum Ha 15-20 MUHYT
Ka)xable 4-6 4acos.

[1pn pa3BUTUN BblPaXXE€HHOro
60n1eBoro cMHApoMa BO3MOXXHO
npoBeAeHne KPpaTKOBPEMEHHOM (LA ) |
MMMO6GMIM3aLMK, KOTOpas N ' '
[NOMKHA CHMMATbCS Cpa3y Moc/e "
npekpaLleHuns 6onen.

[pn remapTpo3e ¢ 60n1eBbIM
CMHAPOMOM, COXPaHSIIOLLNMCS
6on1ee CyTOK, NpOBOAATCS NMYHKLUM
CyCTaBa C acnmpaumen
coaep>Xmmoro (BpadebHast

npoueaypa).

Healthy Joint bleeds

@)
Un



OU3NYECKASA AKTUBHOCTb BOJIbHOIO PEBEHKA

JlocTaTo4yHas husmnyeckass akTUBHOCTb
HeobxoAnMa A9 aieKBAaTHOrO Pa3BUTUS
OMOPHO-ABUraTENbHOrO anmnapaTta, HEPBHOM
CUCTEMbI, NoaaepXXaHus 06LLEro 340POBbS
OpraHM3Ma U CaMOYBaXXeHUS NauUMueHTa.

AKuUueHT Heo6xoaMMO AenaTtb Ha
YKpenJsieHme CuJibl MbillL, pa3paboTky
KoopAMHaLUUN ABMKXEHUS n obLlyyro
pn3nyecKyro aKtTuBHOCTDb. P

Y nauneHToB C reModunnen, CTtpaaaromx
3HAYNUMbIMM HAPYLLUEHUAMU DYHKLIMK OMOPHO-
NBUraTeNbHOro anrnapata BOCCTaHOBIEHNE
aIEKBAaTHOM (DU3NYECKOMN aKTUBHOCTU
cnocobcTByeT HOPManNM3aL MM NIOTHOCTU
KOCTHOW TKaHW M YTyYLLIEHUIO COCTOSHUS
CyCTaBOB.




OU3NYECKASA AKTUBHOCTb BEOJIbHOIO PEBEHKA
Buabl cnopta C HU3KNMM PUCKOM KPOBOTEYEHMUS]

= JIOK, = TeHHWUC,
» PLi6GHas JIOBAS, "  YTpEHHSS r’MMHACTUKA,
=  CWNOBOW TPEHWUHT : bunbapa,
(raHTenw, scnanaep), ['pebns Ha kaHo3,
|
" BOYMWHT, s Qg;lsg:r,
= CkanonasaHue FS .
2 4 ®" HacTosnbHbIA TEHHUC,
TaHUbI, -
Aspobuka,
= [onbd, a M
NHUTONbQ.

= [lapyCHbIV CMOPT,
= Jlbkn (xoabba Ha nbhkax),
= [lnaBaHue,



HepekoMeHAOBaHHbIE BMAbI CNOPTa U3-3a BbICOKOIO

PUCKa KPOBOTEYEHMUS U MOBPEXAEHWUMNA:

= Bokc,

= QyTbOonN,
= [aHabon,
" [3oa0,

= Takenasa aTneTvka,

CHoybopg,
dexToBaHMe,
XOKKewN,
[MapalltoTHbIN CMOPT,
BoaHoe nono.

[popmnakTMka KpOBOTEYEHUN NPU reMopUInm

Ba)xHOe 3HauyeHue Ansg NpopuIakTUKN KPOBOTEYEHUN UMEET
opraHm3aums y4yebbl pebeHka, BblIbop npodeccun.

Bce 60nbHble reModUIMen AOMKHbI HAXOAUTCS HA AMUCMAHCEPHOM

yuyeTe y remaTosiora.

C uenblo oKa3aHWs HEOT/IOXXHOW MOMOLLM B CITy4asiX KPOBOTEYEHUM
60/1IbHOM [O/HKEH NMeTb Npu cebe cnpaBKy C YKa3aHWEM B Hel
TOYHOro AnarHo3a, rpynnbl KPOBKU, pe3yCc-NPUHAANEXXHOCTN U TOYHbIX

nevyebHbIX pekoMeHaaLUuMn.



[ncnaHcepHoe HabnaeHne n NpodunakTMKa KpoBOTEYEHNN

depepanbHbie KIMHUYECKUe pekomeHaauum, 2015:

YacTtoTa ocMOTpa NaumMeHToB reMaTosIoroM, OpToneaom u
CTOMaTOJ/IOrOM — He MeHee 2 pa3 B roj.

[MauneHTbl € TsHkenon popMon 1 nosydatoLme
NOCTOSIHHOE NpoduakTU4eckoe fieyeHe — He MeHee 4 pa3
B roa.

[pn OTCYTCTBMM BO3MOXXHOCTM MOCELLEHUS B CBA3WU C
YAANEHHOCTbIO NPOXWBAHWSA, NPU OTCYTCTBUN 3HAYUMbIX
reMopparmyeckmx nposibiIeHn — He MeHee 1 pasa B rog.

OcTtanbHble cneumanucTbl (pusmnotepanesT, Bpay JIOK,
ncuxosiora) — He MeHee 1 pasa B roa.

CornacHo Cranpaptam Humxeropoackou obnacrum:

12 noceweHumn B roa

TpeboBaHMA K AMETUYECKUM HAa3HAYEHUSAM U OrpaHUYEHUSAM:
CneumanbHbIx TpeOOBaHUN HET.



UMMYHHAA (MANONMATUNYECKAS)
TPOMBOUWTOMNEHUYECKASA TMYPITYPA
(BOJIE3Hb BEPJIbI'O®A, UTTT)

Idiopathic Thrombocytopenic Purpura (ITP)

Normal
Platalets
A

-

Blood ﬂ / \ 3

vessel._ 4
1

Heart———+% "\ x\ ;

Spleen

Blood vessel Red blood cell
mp

. - g
Bong ——4 ‘l

marrow
b

Reduced platelats

NMMYyHHas
TpoMbounToneHus —
reMopparmyeckun amaTes,
XapaKTEPU3YIOLLININCS
CHM)KEHMEM Yncna
TpoM6boLMTOB MeHee
100,0x10°%/n,
Ka4yeCTBEHHOW UX
HEMNOJIHOLIEHHOCTbIO NPU
MOBbILLEHHOM UK
HOpMasibHOM COoAEPXXaHUK
MerakapuoumToB B KOCTHOM
Moa3re.

BcTpeyaeTtcs ¢ YacTtoTou perncrtpaumm 16-32 cnyydas Ha 1 MUAMOH

HaCeNeHnd B roa.

B petckon nonynsaumn: o 6 6onbHbIX Ha 100 TbIC. AETCKOro HaceneHus

(lWabanos H 1, 1998, Hedman A, 1997)



[laToreHes 60one3Hu

T‘r T Sensitized
platelet .
L a2l s
Antiplatelet Y :. 4’{\
autoantibodies
3 s’x Mtib x: : 7?/
HepekTHbi L >”

TPoMboLNT = \S),

decrTpyxuymns
«60s1bHOro»
TpoMboynTa

Pestruction in

reticuloendothelial *"’

system (spleen, liver) Fc receptor "\ Macrophage

[1pnymHa
HeaJOCTaTO4YHOCTH
TPOM6OLMTOB —
obpa3oBaHne K HUM
aHTUTEN.

AHTUTENa K
CO6CTBEHHbIM
TpoMbouutam
MOrYT NOSIBJIATbCS
cnycta 1-3 Hen
nocne rnepeHeceHHbIX
BUPYCHbIX UK
bakTepmanbHbIX
NHEKLWHN,
NpoduIakTU4eCcKmnx
NPUBUBOK U T.A.

[MpoAo/MHKUTENBHOCTb XXMU3HU TPOMOOLIMTOB, HArpy>KEHHbLIX
aHTUTENaMMN CHMXKEHA 10 HECKOJIbKMX YacoB BMecTo 7-10 aHel B

HOpME.



KJIMHNKA

= Ha nepBOM MecTe Mno
4acToTe BO3HMKHOBEHUS
CTOAT KOXXHbIE
NposiBJZIEHUAL.

[eMopparnn o0bbI4YHO
NOSABNAOTCSA BHE3aNHO 6e3
NPUYMHBI UK Nocne
MWKPOTPaBM.

= BTOpbIM MO YacToTEe
NMPU3HAKOM B X0[€e
3abo0neBaHnsa 9BNAOTCS
KpPOBOTEYEHMUS.

Kak npaBuso,
KpOBOTEYEHNA OTMEeYaloTCA
BMECTe C KOXXHbIMU
NpPOABNEHUAMMN.

KpOoBOTOYHBOCTb:
o JACCHbLI,, HOCOBLIC
KPOBOTCYCHMS.
BHYTPCHHHUE
KPOBOH3JIUAHHAL.

i e [lypnypa:

& T [ICTCXHUH.

JIKXUMO3bI.

[Tepudepuucckas KpoBb:
rPOMOOLIMTOIICHMS.
KocTublif MO3r:
HopmanbHbie
MCTaKapUOLMTHI.




OCHOBHbIE XapaKTEPUCTUKU KOXXHOIMO reMopparn4eckoro
CMHAPOMa NpU TPOMBOLIMTONEHNYECKON NMyprype

1. HecooTBeTCTBNE BbIPAXXE€HHOCTU l
remMmopparvm CteneHm TpaBMaTUUYeCKoOro .
BO3EMNCTBUS — BO3MOXHO UX CMOHTAHHOE |
nosisfieHne (NpenMyLLecTBEHHO HOYbIO).

2. MonuMopdun3M remMmopparm4eckmnx
BbICbINMaHUM (OT NETEXUN [0 KPYMHbIX
KPOBOU3MUSAHUN). \

3. MoMMXPOMHOCTb KOXHbIX reMopparuu
(okpacka oT 6arpoBou O CUHe- 1 ,
3e/1eHOBaTOl M ENTOM B 3aBMCUMOCTM OT @ S
NABHOCTWN UX MOSIBIEHNS), YTO CBSA3AHO C
NoCTeneHHbIM npespawleHneM reMornobumHa
yepe3 NpoMEXYTOYHbIE CTaANKN pacnaia B
6uUnMpyouH.

4. AcummeTpus (HET n3ntobneHHoU ' N
nokKanusaunn) reMopparmyeckmux 371EMEHTOB.

5. be3b6one3HeHHOCTb.



[emMopparmnyeckume BbiCbiNaHns Npu MMMyHHOW
TPOMOOLIMTONEHNYECKOWN Nyprype




[eMopparnyeckme BbICbiNaHUs NpU MIMMYHHOM
TPOMOOLIMTONEHNYECKON Nyprype

nwr

)




KpoBOM3MNAHUS B CNIU3UCTbIE 000N0YUKHK

[MosiBneHune remopparuii B 06/1aCTu rofioBbl CUMTAETCH CEPLE3HbBIM
CMMMTOMOM, YKa3bIBalOLLMM Ha BO3MOXHOCTb KPOBOU3TUSAHUS B MO3T.



KPOBOTEYEHNA

" Hanbonee TMNNUYHbLI HOCOBbIE
KpOBOTEUEHMUS.

O6bI4YHO OHW YNOPHbIE,
obubHblE, BEAYT K aHEMUM.

= YacTbl KpOBOTEYEHUSA U3

CIM3UCTLIX 060I04MEK POTOBON
NONOCTU, U3 MUHAANUH U 3aAHEN [
CTEHKM [IOTKN.

Cnusuncraga pta npu
TPOMOOLIMTONEHNYECKOM
nypnype 6neaHas, oteyHas,
aTpodunpoBaHa, ANUTENNN
UCTOHYEHHbIN, MecTaMu
06pa3ytoTcs 3po3nn UIn 3B,
HO He Bceraa.

YacTble nnm obunbHble KPOBOTEYEHMS NPU TPOMOOLIMTONEHNYECKOM
nyprype NpuBOAST K pa3BUTUIO MNOCTrEMOPParnYecKon aHeMuUM.



Pe3ynbTatbl 06CnenoBaHms

» ['eMorpaMma, KoarynorpaMmma
" yAJIMHEHUE BPEMEHU KPOBOTEYEHUS,
" nocTtreMopparnyeckas aHeMus,
= yBe/IM4YeHne KOJIMYeCcTBa PETUKYTOLNTOB,

= TpoMbouuToneHus,
= ocnabneHune unu OTCYTCTBUE PETPAKLMKN KPOBSHOIO CryCTKa,

> MoNoXXUTENbHbIA CUMIMTOM XryTa W LLMMKA.

CvMMNTOM XryTa
KoHuyanoBckoro-Pymnens-
Jleepe.

Y 310pOBbIX NOAEN NpU
NOBbILIEHWUN NABIEHNS B
ToHoMeTpe Ao 80 mm Hg B
TeyeHne 5 MWH. Ha npeanneyse B
2 CM OT JIOKTEBOW SIMKWN B KpYre
anameTpom 2,5 cM obpasyetca He .
6onee 10 netexun (AMaMeTpom a0
1 MM).

Peaynbratbl:

<10 netexuin

Otpuuar.

>10 netexuii



Knaccupukaums

Mo TeyeHun1o:

ocTpble opMbl (MeHee 6 MecsiLEeB)
XpoHun4deckne dpopmbl UTTT:

- C peaKnMn peunamBamu;

- C YaCTbIMN peunamBaMu;

- HENpepbIBHO peLnanBupyoLme.

[na xpoHunyeckon hopMbl
TPOMOOLINTONEHNYECKON
Nyprnypbl HE XapaKTepHO
OCTpO€ Haya’lo.



Knaccupukaums

Mo KIMHNYECKOM
KapTUHe:

" «cyxas nypnypa» (uMeertcs
TOJSIbKO KOXXHbIN
reMopparm4yeckun CUHAPOM);

= «BJI@)XHas nypnypa»
(Nypnypa B COYETaHUU C
KPOBOTEYEHUSIMN).

No nepuoay 6onesHn:
= obocTpeHune (Kpus),

" KJIMHUYECKYIO PEMUCCUIO
(OTCYyTCTBME KPOBOTOUMBOCTH
NpY COXPaHSAOLLENCS
TpOMb6OLMTOMNEHUN),

" KJIMHUKO-
reMaTtos1orm4eckyro peMmnccuto.



[oaxoabl K neyeHuto (PenepasbHble KIMHUYeCcKmne
pekomeHaaumn Coto3a rematonoros. 2015)

KpOBOTOUYMBOCTb/KAUYECTBO XXWU3HU JleyebHbIn
noaxon
MunHOpHasa KpoBoTOUMBOCTb, <100 netexun n/unu | HabnioaeHne

< 5 Menkux cnHskoB (<3 CM B ANAMETpeE);
OTCYTCTBUE KPOBOTOYMBOCTU CITU3UCTBIX

Jlerkas KpoBOTOUYUBOCTb.

MHo>XecTBeHHble netexun > 100;

n/vnn > 5 KpyrnHblX CUHSAKOB (>3 CM B AMaMeTpe);
OTCYTCTBUE KPOBOTOYMBOCTU CIIU3NUCTbIX

HabntoaeHue nnu,
Y HEKOTOPbIX
NauMeHToB —
fle4yeHune

YMepeHHas KpOBOTOYMBOCTb.
Hannumne KpoBOTOYMBOCTU CIIU3UCTDIX,
«OMACHbIU» CTU/b >XU3HU

JleueHue ans
HEKOTOPbIX
MayuneHToB

KpOBOTOYMBOCTb C/IM3UCTbIX UM MOAO3PEHNS Ha
BHYTPEHHEE KPOBOTEUYEHUE

JleyeHune y Bcex
NaLMeHToB




JleyeHune

Ob6s13aTenbHble MEPONPUATUA:
6a3ncHas naToreHeTUYeCcKas Tepanusa — Koppekums
MMMYHOMNATOJIOrM4YeCcKoro npouecca (KOpTMKocrepoumabl,

MMMYHOI 106yJ1IMHbI)

Cxema AeuyeHuUs

BcrniomMoratenbHOE NIeYEHUE: PEXUM,
IVNETa, reMocTaTuyecKkas Tepanus,
y/yJlleHne aare3vBHbIX CBOUCTB
TpoMboUMTOB, CaHaLMS
XPOHUYECKUX 04aroB NHMEKLNN

AnbTepHaTuBHOE

NleyeHme: CrjIeH3KTOMMUS,
LUuTOCTaTUYecKas Tepanus (B
TSDKEbIX CITy4asx)




CnneHakToMus

[MpakTuKa NOKa3bIBAET, YTO KOHCEPBATUBHAsA Tepanus
He Bceraa npuMBOAUT K HOpManm3aummn YpOBHS
TPOMOBOLIMTOB N KYNUPOBAHUIO FrEMOPParnyeckoro
CMHApOMa.

B Takmx cryyasix BO3HMKAET HEOOXOANMOCTb B
NpoBeeHN OrnepaTUBHOIo SieHeHus.

OnNTMMasibHbIM CYUTAETCH NMPOBEAEHME CMIEHIKTOMUM
nocne AoCTmxXeHus pebeHKoM 5 NeT, YTo CBSA3aHO C
$dOpMMPOBAHNEM MMMYHHOW CUCTEMbI, U nocne 12
MecsaLEB OT Hayana JIeyeHust, HO B NPaKTUYECKON
0eATeNbHOCTW 3TU BOMPOCH! 3a4acTylo MPpUXoanTCcs peLlaTtb
B 60onee paHHWEe CPOKMU:

Nnpyu HEKYNUpPYoLWEeMCs KpOBOTEYEHUU UK
yrpo3e kposousnuaHua B LUHC yaaneHue
cefnie3eHKU NpoBOAUTCSA MO YXU3HEHHbIM
noKa3aHUAM.



[lporHo3 3aboneBaHus

IMyHHast TpoMboLUUTONEHNYECKas
nyprnypa — OTHOCUTESIbHO
n06pokayecTBeHHOe reMaTo/1ornyeckoe
3abonesaHue (B ~80% cny4aes
HACTyrnaeT peMuccus).

OaHako cywecTeyrowjme Metoabl
OLLeHKMU TSH)KEeCTU U NPOorHo3a
3a6oneBaHNsA He NOo3BOJIAIOT
npeackasaTb HM MAacCUBHbIE
KPOBOTEYEHUS, HX XPOHM3aLMIO NpoLiecca
(Butoianu E., 1980; Graziano F.M., 1985;
Udvardy M., 2001).

\
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ONCNAHCEPHOE HABJTFOAEHUE

CornacHo KnnHnyeckuMm peKkoMeHAauMaM Nno ANarHoCTuke u
NIeYEeHUI0 NAaLlMeHTOB C UMMYHHOU TpoMboLuToneHnen
(MpoTtokonam neuenuns), 2015:

[lncnaHcepHoe HabntoaeHne NaumneHToB C BrnepBble BbisBneHHoun UTT]
OCYLLECTB/IFETCA B TEUEHNE HE MeHee 2-X NeT.

[1pOAOMKUTENBHOCTb ANCNIAHCEPU3ALIMN ONPEAENSAETCS HAaCTYNIEHNEM
CTabUNbHOM KIMHUKO-FEMaTONOMMYECKON PEMUCCUN.

YunTbiBasi BO3MOXHYIO TPUITEPHYIO POSib MHPEKLNW, aniepruyecKmnx
peaKkLMn, NCUXNYECKMX TPaBM B pa3BuUTUM peunamsos UTT,

DEKOMEHYETCS OpraHun3aLmsa nevyebHo- I'IpOCI)VIJ'IaKTl/ILIeCKl/IX MEPOMNPUATUN
no:

" CaHauMM 04aroB XPOHUYECKOWN UHpEKLIMN,

" CBOEBPEMEHHOW TEepPannn MHTEPKYPPEHTHbLIX 3aboneBaHni,
" Jle4YEeHMIO COMYTCTBYIOLLEN NATOMOMUN. ‘6\

CornacHo CtaHaapTaM OKa3aHus 4 o
MeAULIMHCKOM MOMOLLM HAaCeJIEHUIO \ 7\ !
Hwmxeropoackou obnacTu aucnaHcepHoe \ ?\ A (/
HabntoaeHne 5 net ot nocneaHero o60CTpeHns f

1 roq— 12 pa3 B rog
2-5 roa — 4 pa3sa B roa.



I'EMOPPAI'VILII?CKVII‘/;I BACKYJIUT
(BOJIE3Hb LUEHNENH-TEHOXA)

[eMopparnyecknum BacKynmT —
reHepasin3oBaHHbIA BaCKyJIUT
HESACHOW 3TNOJIOrnK,
nopa<atoLLmm Menkue cocyabl
KO>XM, CYCTaBOB, NOYeK U
YKEeNyAOUYHO-KULLUEYHOr o
TpakKTa.

3a6051eBaeMoCTb:

10-20,4 (cpeaHsas 13,5) Ha 100
000 peten.

Bo3pacTHaqa AMHaMUKa
3abonesaemoctn: 50% nauneHToB
3aboneBaloT B BO3pacTe A0 5 ner,
/5% - no 10 net

Yalle 60netoT ManbymKy,
COOTHOLLUEHME MaNIbYMKOB U
aesoyek — 1,5-2:1.

B 6OJ'IbLIJl/IHCTBe CnyyaeB
3aboneBaHne aebrOTUPYET 3UMOMN.

VASCULITIS

Nervous system — Eye
- stroke s // - reduced

visual acuity

N\

Heart Nose
- myocardial T~ - bleeds &
infarction \.
- hypertension L 0 \
" Lungs
Digestive ——_ - bloody cough &
system - lung infiltrates
- bloody stool &
- abdominal pain Kidneys
- glomerular
nephritis
Joints —— \
- pain ' Muscle
- arthritis = - pain
General
Skin . : symptoms:
- palpable purpura - fever
- livedo reticularis - headache
- weight loss



JTUONOrns
B ocHOBe 3aboneBaHus

MMMYHHbIN cO0M — BblpaboTka
NaTOIOrMYECKMX UMMYHHbIX

KOMIMJIEKCOB, NMOpa>KakoLnx CoCyabl.

pPeaKLUMN UMMYHUTETA C
NOBPEXAEHNEM COCY/I0B
HEN3BECTHa.

To4yHasa npuyYnHaA aHOMasibHOM

NMpoBOUUPYIOLLUMHU

¢dakTopamu MoOryt 6biITh:

" MHpekUnoHHble areHTbl (bakTepun, BUPYCbl — BUPYC
BETPSAHOM OCMbl, KOpWU, renatuta u ap.),

[1pOoAyKTbl MUTAHUA,
YKYCbl HACEKOMBIX,
[lepeoxna)xaeHue,
TpaBMa.

nopaxeHue
BACKYAMTOM

34,0pOBbIN

COCYA



[NaTorexes HOpMa BaCKY/MT

Hauyano 6onesHu

BO3MOXHO 4yepe3 1-4 [OPaXEHHbII
Heaes rnocsie aHrnHbl, cocyn
OPBW, ckapnaTuHbl - .
W ApYroro A . O
MHMEKLUNOHHOIO : 8 B ¥ @
3a60eBaHus. @ ' O
.9 IMMYyHHbIE
' KOMMeKchbl B
B ocHoBe naTtoreHe3a 3abosieBaHus: SHAOTENUM

" rMnepakTUBaLUs MUMMYHHON CUCTEMBI,
" MOBPEXAEHWE SHAOTENNS COCYA0B MUKPOLIMPKYISATOPHOIO pycna:
— C MOBbILLIEHNEM MPOHULIAEMOCTIN COCY/IOB,

— C NOCneayoLlWnM HapyLLEHNEM CUCTEMbI FreMOCTa3a, NpMBOASLLMM K
rneparperaumm TpoMboLUUTOB U rmnepkoarynsunmn (To ectb pasButume
CUCTEMHOIro MMKPOTPOMOOBACKY/INTA).



[laToreHes
! CMODPDEZINeCKIEY B
(Gonesus llenneuna-IeHoxa)

Pa3saeueaemcst nociie rnepeHeceHHbix UHeKULIL, 6eedeHLsT GaKLULIH LTl
ChiSOPOMOK NPU ITeXapCIMGeHHOLU HernepeHOCUMOCINLL

nospexoeiue cocydos
UMMYHHLIMU XOMILTENCaMU

&)

HapyuieHue yenocmHocmu Héomenus

MUKpOMPOoMOOo3b! & 2eMoppazuu



KnnHMKa remopparm4eckoro
BACKy/nUTa

AB600MMHASbHbIN
CUHAPOM



CuMnToMbl reMopparnyeckoro Backynuta (I'B) no gaHHbIM

neTckon 60nbHULbI BepHCKOro yHMBepcuTeTa.

CuHapoM

YacTtoTta npu
[B

[pealuecTBytoLlee OCTpoe NnxopazaoyHoe 3aboneBaHue 60%
[ eMopparnyeckme BbICbINaHUS TOSIbKO Ha KOXE HOr U 49%
Tynosuuia
[eMopparnyeckmne BbiCbiNaHns 0bLMpPHbIE 51%
CMMNTOMbI NOpa)keHns cycTaBoB (60/1e3HEHHOCTb UK 79%
pacrnyxaHue)
A6a0MUHANbHbIE CMMNTOMbI (60/1b, MENEHa — YEPHbLIN 66%
NONY>XWAKUK CTYN, KpOBaBas pBOTa, MHBarnmHaums)
Pa3byxaHne MOLUIOHKU 8%
CTeHO3UpyoWnn YpeTpUT 1%
[lopa)eHune noyex, 43%

B TOM 4MCNe TAXENoe: 13%




KOXXHbIN CMHAPOM

v/ Xapaktep n metamopcdo3bl
KOXXHbIX NPOSiB/IEHUN ,‘\
A

" CbINb MENKOMNATHUCTAsA UK
NSATHUCTO-Manyse3Has
(nanbnupyeMasi), remopparm4yeckasi.

= O6bI4HO coYeTaeTcs C Adan, B
AHMMOHEBPOTUYECKMMIN OTEKAMMN. d /&i

= WHoraa BHayase Cbinb BbIMSAUT BHaYase Kak
KpanuBHULUA, HO BCKOpe npuobpeTaeT Bua
nypnypbl WK NeTexmes.

" XapaKTepHa CUMMETPUYHOCTb BbICbIMAHWUN.

* [eMopparnyeckue 31eMeHTbl NoSaBAATCS
BOJTHOOHPA3HO.

=  Kak npaBuio, Yepe3 HECKObKO AHEN
BbICbINaHMS bneaHeroT, NnpuobpeTatoT bypyto
OKpacKy, 3aTeM ucyesatot beccnegHo

NN COXPaHSAIOTCSA B BUAE YHaCTKOB NUrMEHTaLNN.

" PacnonoxeHa NpPeMMyLLECTBEHHO Ha pa3rMbaTesibHbIX
NMOBEPXHOCTAX TENa.

-
-



KOXXHbIN CMHAPOM
v NMpenMyLleCcTBEHHAasA JIOKA/IN3aLus BbICbINAaHUMN:

"  UCTabHbIE
OTAENbl HUKHUX < Rash
KOHEUYHOCTEN,

" MOCTeneHHo
PacnpoCTpaHAETCH
Ha beapa u
aroauubl (pexe-
Ha BepxHue
KOHEYHOCTH,
XXMBOT, CMNHY),

" Ha YLUHbIX
DAKOBMHAX,

" Y Malb4ynKOB
Ha MOLLOHKE.

" OYTU He 6bIBAET CbINMKU Ha NULE.

C)4

—



Pacnono)eHue cbinu Npy reMopparMyeckom BacKymTe
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CyCTaBHOM CMHAPOM \

= [lopaxeHue cyCcTaBoB |
(apTpwUTbl KONIEHHBIX, |
FO/IEHOCTONMHBbIX, JTIOKTEBbIX, |
Nyye3ansiCTHbIX CyCTaBOB)
pa3ssuBaeTca B 59-100%
Clly4aes.

=  (O6ycnoBfeH He CTONbKO
BOCIMA/IEHMEM CMHOBUANIbHOM
060/104KM CYCTaBOB, CKOJIbKO
OTEKOM OKOJIOCYCTaBHbIX
TKaHen Bcneacreue
HapyLwleHus
MUKPOLIMPKYISLIUMN.

¥
o
-

" Haunbonee xapakTepHbl MUTPUPYIOLLNE apTpanrnn B NEPBYLO OYepPEab
KPYMHbIX CYyCTaBOB HMXXHUX KOHEYHOCTEN.

= CyCTaBHOM CMHAPOM NpeawecTByeT KO)XXHbIM NposBJ/IEHUsaM B
25% cny4yaes.

I



A640MUHANbHbLIA CUHAPOM

/

= A640MWHAMbHbIN N
CMHAPOM o6ycnoBneH Smrem e S
OTEKOM U ?
reMopparvsimvm B il on utocks lgs,
CTE€HKY KMLUKM, Rpats mey eppeer on bod,
6pbiKENKy nnu
OpIOLLnHY.

= [lposBnsercs
YMEepEHHbIMU NN
CWUJ1IbHbIMM
CXBAaTKOO6pa3HbIMU
60n151MM B )XuBOTeE.

%

= bonesble NPUCTYMblI MOrYT MOBTOPSATLCS MHOFOKPATHO B TeYeHue
AHA 1 CONPOBOXAaTbCS TOLWHOTOW, PBOTOMU, YXXMAKUM CTYJIOM C
NPUMECHIO KPOBM.

" bonn B XXMBOTE MOIYT NPEALIECTBOBATb KOXXHOMY CMHAPOMY Ha 1-14
aHen y 43% nauueHToB.

\(®



BO3MOXXHbIe
OCNNO)XXHEeHMA:

" ANMNeHANLNT,
" XOJIELIUCTHUT,
" MAHKPEATUT,

" XenyAo4HO-KULLEeYHOoEe
KpOBOTEYEHUE,

" MHBArMHauus,

" KULLEYHAS
HEMpPOXOANMOCTb,

" 93Bbl, UHPAPKTHI
KULLIKW,

" Nnepopaums
KULLIEYHWKA C pa3BUTUEM
NepUTOHUTA

intussuscepted
part of bowel

proximal
part

retention of intestinal content
.~ in distended bowel above
intussusception

distal
part

VIHBarnHayms




PeHanbHbI CUHAPOM m—

= Y 73% 13 NnauneHToB C | B
peHaibHbIM CUHAPOMOM i S
CUMMNTOMbI NMPOSABNAIOTCA B : A
TEeYeHMe NepBbIX 4 Hea., ' e

y 97% — B Te4yeHune 3-X MecC.
nocne aebioTta 3aboneBaHuns.

" TsHKeCTb Nopa)keHus Lfé,g%\

noYexk He KoppeJsiupyeT C

Bbl pa1 i {eH H 0 CTbI D Bocnanexue cocyauCToi CTEHKU NPUBOAUT K ee MopaxeHue noYek Npu reMopparMyeckom Backynure

BKCTpa pEHan bH blx NOBbILLUEHHOW NPOHULAEMOCTH NPOABNSETCSA NPU3HAKAMU XPOHUYECKOTO MU

n aB HU ﬁ OCTPOro FoMepynoHedpuTa
pOsiBJIEHUA.

" Yaule npoTrekaeT 6eCCMMNTOMHO, YTO SBNSIETCS OCHOBaHWEM ANS
npoBeaeHns obcnegoBaHma B TeueHue 6 mecsiLeB nocnie
nocnepHero anu3oana 6onesHum.

" O6blYHO BCTpeYaeTcs 6beccuMnToOMHas U30/IMpoBaHHAsi MUMKPO-
W MaKporeMaTypus, MHOria B COYETAaHUM C YMEPEHHOM
NPOTENHYPUEMN.

" TeueHue B 60/1bLUMHCTBE C/ly4aeB — 6n1aronpusTHOE, HO NMpu
YCTOMYMBOW remMaTypun 1 npoTENHYPUN MOXET pPa3BMBaATLCA XPOHMUYECKas!
noyeyHast HeAOCTaTOYHOCTb.

>
&)



TeyeHne 3aboneBaHUs

Pa3BuTHne 3aboneBaHme OCTpoe, valle
NONMCUHAPOMHOE, peXxe MOHOCUHAPOMHOE
(Nopa)eHne KOXn).

Okono 50% 3aboneswnx B AebroTe AatoT
NoBbILLEHNE TeMNepaTypbl 40 cy6gpebpmnnbHbIX
undp, 6onee BbiICOKas MxopaaKka BO3MOXKHA Y
60MbHbIX C abAOMNHANBLHBIM CUHAPOMOM.

TeyeHue 60n1e3HN Yalle Jo0OpoKaYeCTBEHHOE C
Bbi3[lOPOBJIEHUEM B T€YEeHHUe 2 Mecsua oT
Ha4vana 6one3Hu.

Ho MoXeT 6bITb 3aTSXKHbIM, peEUMANBUPYIOLWLMM Ha
NPOTAXEHUN 6 MecsLEeB.

Penko pnantca B TeyeHue 1 roga v 6onee.

XpOHMYecKkoe Te4YeHME CBOMCTBEHHO BapuaHTaM C
HedpuToM LLleHnenHa-feHoxa nnn ¢ N30IMpPOBaHHbBIM
HernpepbIBHO peumamBuUpyowmMM KOXKHbIM
reMopparmyeckmm CUMHAPOMOM.




[pynnbl pycka 60/bHbIX B OTHOLUEHMUM XPOHWU3aLMK
reMopparMyeckoro BackymTa:

=  [I3Ha4yanbHOEe nopakeHne rnoyek

" HedpoTUYECKUN CUHAPOM
(COBOKYMHOCTb OTEKOB, MacCUBHOM
NPOTEUHYPUN, TMMONPOTENHEMUUN U
rMnepannuaeMmnn)

=  CoyeTaHune HedpoTNYECKOro
CMHAPOMa U HepPUTUYECKOro
cuHApoMoB (remaTypus)

= [lepcuctupyroias npoTenHypums

=  BbICOKOE apTepuanbHoe
AaBlieHune

= Bo3pacT > / ner.

Which group of patients with HSN would be
more likely to suffer from long term morbidity ?

Risk factors for developing CRF in children with HSN
A- Clinical risk factors

= Age>7

= Nephrotic syndrome

= Persistent proteinuria

= |Initial renal insufficiency

= Nephrotic / nephritic syndrome
= High blood pressure




OcobeHHOCTU KNMHUYECKOrO TEYEHUS Y AETEN U B3pOCJ'IbIX

Y B3pocnbiX yauwie Habnopgaerca:
" opakeHe CYyCTaBOB,
= TOKENoe NnopaxxeHme rnoYex,
= yBennyeHue CO2.

Y B3poCnbiX pexe Habnropaercs:
= 3a600MUHANbHbBIA CUHAPOM,

" IMXOPAJKa,

Y neren B oT/IM4ME OT B3POC/IbIX 0OblYHA YETKAS
CBAi3b 3aboneBaHuns ¢ MHEKLnen BEpPXHNX
OblXaTeNbHbIX MyTEN.



Knaccndbukaums reMopparm4eckoro BacKymTa y AeTen

(no A.A UnbuHy, 1984 r.)

Horeten -

Dayns

[mxeces Towernme
anatomyeckue | CREgpomu A THEHOCTH
1 fo.TesHy
dopMLL mpolecea
—_ MEran wnpm | TP {1,5-2 mec,)
Hepncugpan Has — ClEHA oo | PRCIPOE (2-0 nec,)
TRACN &L ZPOHHMECHH-
360 LR ILEE I penHmBHpYIOLpE (§ niee
alig Lk MerKas — £ fones)
Ercuepanmzas GO CPETRAA ——
JIETOM Hi [ TRECN 2
CEQECHREH
o COYSTaHHE A Al THEHEA
CEBHIOE b CTITAHAA
TREENH

KapanT, néroyHoe KpoBoTeueHne, HeBponoruyeckme opmMbl (MHMAPKThI
MO3ra 1 KpOBOMU3MUSAHUSA, KOMa, Nape3bl, HEMPONaTUK) — peaKME BapuaHThl.




KpuUtepumn TaXXecTu:

1. Jlerkagd creneHb:
" KOXHasi HeObWbHas CbliMb,

" BO3MOXHO COYeTaHue
HeobwuIbHOWM cbinu ¢ 6onsaMu B
YXUBOTE.

2. CpenoHen TSKEeCTu:
" CycTaBHas @opma,
"  130/IMPOBAHHAs
abaoMuHanbHas opmMa.

3. Takenas — coveTaHHble
No nokanusaumm ¢opMbl:

TSHKEesble KOXKHbIE
NOpaXXeHUs + nopa)keHus
noyek, LUHC, cepaua, un 1.4.

FOMOPPArMYOCKHA BACKYIHTY
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ONATHOCTUKA 3ABOJIEBAHUA

[narHoctunyeckune Kkputepmmn 60ne3Hu
LLleHnenHa-'eHoxa
(EULAR/PRINTO/PReS, 2010)

[narHo3 6one3Hun LLleHnenHa-reHoxa
yCTaHaBNMBAOT MPU HANNYUU KaK MUHUMYM
1 o6s13aTenbHOro u 1 4ONO/IHUTENIbHOIO
KpuTepumsa.

Kputepum XapaKTepucTuka

Obsa3aTenbHble

[lypnypa [lanbnupyemasa nypnypa mnu
neTexuun, N1oKann3oBaHHbIe
NPeENMYLLECTBEHHO HA HUXKHUX
KOHEYHOCTAX U He
COMNPOBOXAAOLLMECS
TpoMboLMTONEHNEN




[narHoctndeckue kputepum 6onesnun LLleHnenHa-MNeHoxa

Kputepum XapaKTepucTuka
[lononHUTEenNbHbLIE
1. bonu B XuBoOTE OnddysHasa abgoMmHanbHas 60b MO TUMY KOMUKK

C OCTpbIM AebloTOoM, NoATBEPXKAEHHas
LOKYMEHTasIbHO U PU3MKanbHbIM 06cnegoBaHneM;
XKENyao4YHO-KULIEYHbIE KPOBOTEUYEHUS

2. MaTtomopdonorna | TUNM4YHbIN NENKOLIMTOMIACTUHECKMNA BACKYJIUT C
npeMMyLlecTBeHHbIM OT/IoXKeHueM IgA vnu
nponndepaTnBHbIM rnoMepysioHedput ¢ IgA-
Aeno3nTaMm

3. Aptput/apTtpanrum | OcTpbin AeBIOT apTpuTa C NpUNYyXnocTbio, 601b1O,
HapyLlleHMeM dyHKUMN B cycTaBe. OCTpbIn
NpUCTyn apTpanriun 6e3 NpunyxnocTn u
HapyLLUeHNs PYHKLNK

4. MNopaxxeHne noyek | lMpoTtenHypus > 0,3 r/cyT unm
anbbyMnH/KpeaTuHuH > 30 MMONb/MI B YTPEHHEWN
nopumMm Mouu

[emMaTypusa Unm 4Yncno 3puTpoLUTOB > 5 KIIETOK B
none 3peHus




JIEHEHUE.
Llenn neyeHuns

Noapep>xaHne peMUCCUM Npu

NHAaykumna peMuccun NOMOLLM ASINTESNIbHOM
KOPOTKMRTKYPCOM MMMYHOCYNPEeCcCMBHOM
drpeccMeHOM Te€panuu Tepanuu B AOCTaTOYHbIX
Ao3ax .
o . ]
T Y
.-'-\. i - = 1 .‘"'-
Llenu neyeHus P

CHMXeHune pucka KynupoBaHue
CONyTCTBYHOLMX peunanuBoB

3aboneBaHumn,
ieyeHue
OCJI0)XHeHUMU




JIEMEHME.
[1pUHLMMNBI NIeYeHns

YaaneHve umpKyampyoLmx
MMMYHHbIX KOMIMEKCOB:

[logaBneHne UIMMYHHOIO
BHYTPUBEHHbIE

BOCMasieHUs:

FIOKOKOPTUKOMABI, MMMYyHOrNobynuHbl (BBUI),
LATOCTATUKN MHPY3NMOHHAsA Tepanus u

nnasmMadepes
[NpuMHLUMNbI 1Ie4eHun
Q?* £ % £

Koppekuusi remocTasa: & AE
aHTUArperaHThbl, CuMnTOMaTUYECKas S f

aHTUKOArynsHTbl Tepanus 3

3 o




[1na3madepes

JKCTpaKopnopasbHas
npoueaypa — npoueaypa
3abopa KpoBU, OYMUCTKN U
BO3BpaLLEHNS €€ UNN KaKOU-TO
4acTun 0bpaTHO B KPOBOTOK.

PekoMeHAayeTca 414
neyeHns oTaenbHbIX 60NbHbIX
CUCTEMHbBIMW BACKY/IUTaMU C
6bICTpONpOrpeccupyroumm
rnomMepynoHedpuTomM B
KayecTBe npoueaypsl,
Y/1yYLUIAOLLLEN NPOrHO3 B
OTHOLIEHMN PYHKLIMWN MOYEK.

annapar
apcopbuun - pecopbunn

AHTHKOAryASIHT

Mnasma-

KonoHku ¢
UMMYHO-
COPBEHTOM,.oovvensfisnsnssnsnnss l .........

0 0
..............................

cenaparop

Knetku
KpoBM

e

D —

\
P~

»

MNna3ma obegHeHHasn NaToreHHbIM

KOMMOHEHTOM

CoyeTaHne CTaHAAPTHOW NAaTOreHETUYECKOM Tepanuu
nna3madepesa y 60/bHbIX C TSXKENMbIM NOPAXKEHMEM NOYEK CHUIKAET
PUCK pa3BUTUS TEPMUHAJIbHOW NOYEYHON HEAOCTAaTOYHOCTH,
HO He yny4laeT 06LYyI0 BbDKMBAEMOCTb NALIMEHTOB.



3Ha4YeHWe ConyTCTBYHIOLLIEN NATOIOrNn

O6cnepoBaHue 229 60/bHbIX C pa3nnyHbiMKM bopMamn B
(KonecHukosa O.U., 2014):

.Y 605bHbIX C abAOMMUHANIbHBIM CUHAPOMOM, 3HAUUTENBHO YaLLE,
eM Npu CyCTaBHOW U N30/IMPOBAHHOU KOXXHOU hopMax, BbISBNSNINCD:

" [JINCTHbIE UHBA3UN,
" apa3uTapHble NHPEKLUN,

" nuuweBas anneprus,

= Ba 1 60o/blle o4ara XpoOHMYECKOM MHpEKLINN.

;\ECJ'IVI O4aru VIHCI)EKLI,VIM He 6blnn CBOEBPEMEHHO BbISABJ/IEHbLI U
CaHWNPOBAHbI, TO reMopparmquKMM BACKYJIUT MNMPOTEKA/1 BCerga C

peuManBaMm.



CXEMA JIEHEHUA

Pe>xum

" B nepuoapbl 060cTpeHns 3abonesaHns cneayeT orpaHnimBaTh
NBUraTesibHbIA PeEXXMUM pebeHka.

= JleyebHast pu3KyIbTypa — B COOTBETCTBUM
C MHAMBUAYANbHLIMU BO3MOXXHOCTSIMU 60J/1bHOIO.

" ICKNIO4YUTb
- MCUX03MOLIMOHAsbHbIE HAarpy3KHu,
- npebblBaHNE Ha COJTHLIE.

AveTta
Hecneundwuueckas runoannepreHHas aveTa.

Mpu abaoMuHanbHOM CUMHApPOMeE NMOoKa3aHo rNMnUTaHne
MeXaHUYECKHU, TEPMNYECKN N XUMNYECKN LLaAsdLLEE.

Mpu TsxxenoM Heppute — 6ecconeBas AneTa; NO NOKa3aHUAM,
6e3 Msica 1 TBOpora C rnocTerneHHbIM NepexoaoM Ha rMMoXSI0pUAHYIO
anety, nobasnsas conb B rotoBble 6ntoaa u3 pacyeta 0,5 r/cyT., uepes
1,5-2 Mmecaua — 3-4 r/cyr.

NMpu cuHpapoMe KywiumHra — orpaHmnyeHme notpebneHus
YrN1eBOAOB W XXNPOB, NpeanoyvTuTensHa 6enkosas AneTa.

YnoTtpebneHne NnpoayKTOB C MOBbILLEHHBIM COAEPXKAHNEM KaslbLUS U
BUTaMuHa D ans npodurnakTnku ocTteonoposa.



MeankaMeHTO3Hoe neYyeHue

"50/1bHbIM 6€3 Nopa)keHus! Noyek, Mbo C N30IMPOBAaHHOM
MUKpoOreMaTypueM, a TaK)ke C coueTaHUueM reMaTypmm C_
MUHUMaNbHOU npoTtenHypuen (<0,5 r/cyr), HopmanbHou
CKOPOCTbIO KJ/1y6oukoBOU (huibTpaLlMnM U OTCYTCTBUEM
rmnepTeH3unum, JieueHue He NoKasaHo.

[MaumeHTbl AOMKHbI HAXOAUTBLCA NoA HabnoaeHMeM Hedponora u pa3 B 6-
12 mecsiueB npoxoanTb o6cnepoBaHme (OLEHKa NPOTEMHYPUN, YPOBHS
KpeaTuHuHa, AZl) AN CBOEBPEMEHHOMO BbISIB/IEHUS MOKa3aHUA K Havany
Tepanuu.

=[1pn OCTPOM HEPUTUHECKOM CUHAPOME U/NNnu HePPOTUYECKOM CUHAPOME,
B TaKXe Mpu nepcucTtupoBaHumn npotenHypum > 0,5-1 r/cyTt (HeCcMoTps Ha
fleyeHme) NpoBOANTCA MMMYHOCYNpeccuBHas Tepanus (rMIOKOKOPTUKOUAHI,
LIMTOCTATUKN).

= [Ipu 6bICTPONPOrpECCUPYIOLLEM YXYALIEHNN (PYHKLIMM NOYEK

NoKa3saHa aKkTMBHasi UMMYHOCYINpPECCMBHas Tepanusl B J&/
COYEeTaHMK C nNna3Madepesom. .a,,"“

" [Ipn yKa3aHUn B aHaMHe3e JIeKapCTBEHHOW anneprum '.{l’\g‘; 2V
MCK/IIOYAIOTCS 3T MpenapaTbl, a Takxke aaieprusnpylolmne » g’ e
MeaAnKaMeHTbl (B T. Y. BCE BUTAMWHBbI), CrTIOCOOHbIE <5 =

noaAep>XvBaTb UK NPOBOLMPOBATb 060CTPEHMS ) 73@%
reMopparMyeckoro BacKymuTa. e

»
| —



CTauMoHapHoe neyeHue

[leTaM C BbICOKOW U cpeaHeun
CTeneHblo aKTUBHOCTU 60/1e3HU
creunanm3anpoBaHHas MeanuUMHCKas NoMOLLb
OKa3bIBAETCS B YC/TIOBUSAX KPYIrJ/1I0CYTOYHOIro
CTauMoHapa.

[1pOAO/IKUTENBHOCTb NlIeYeHUs NauneHTa B
CcTaumoHape — 42 gHs (PenepasnbHblie
KITIMHMYeckue pekomeHaaumm, 2015).

[1eTAM C HU3KOMU CTENneHbIo
AKTUBHOCTMU 1 peMuccnen 6onesHu
cneumanm3anpoBaHHas MeanLMHCKast NOMOLLb
OKa3bIBAETCS B YC/IOBUSIX KPYF/NOCYTOUYHOIO
M AHEBHOrro CTaluMoHapa.

[1pooOMKUTENBHOCTb JIeYEeHUA NauMeHTa B
YC/TOBUSIX AHEBHOIO CTaLMoHapa — 14 aHew.

braucl0132s fotosearch.com



AMBYNaTopHO-NONKIUHKUYECKAs NOMOLLb

BeaeHue nauyMeHTa, nojsiyyarowlero rnroKoKopTukonabl u (Mnm)
MMMYHOAENpPecCaHTbl:

= (OcMOTp BpayoM-peBMaTonioroM — 1 pa3 B Mecau.

= KNWMHMYECKMN aHanm3 KpoBW (KOHLIEHTpaLMa reMornobuHa, 4nucio
3pUTPOLIMTOB, TPOMOOLIMTOB, NENKOLIMTOB, NenkoumTapHasa ¢gopmyna, CO2)
— 1 pa3 B 2 Hepgenw.

= KNWMHWMYECKMM aHanm3 Moun — 1 pa3 B 2 Heaenwu.

= KoHTponb buoxmmmuyeckmnx nokasatenen (obwmm 6enok, 6enkosbie
dpakumMn, MOYEBMHA, KPEATUHUH, BUnMpybuH, Kanun, HaTpun,
MOHN3NPOBaHHbIN Kanbumn, ANIT, ACT, I'TT, wenoyHoun docdaTtasbl) — 1
pa3 B 2 Hepenu.

= KOHTPONb MMMYHOOrn4yecknx nokasartenen (C-peakTmuBHbIN 6en10K; no
nokasaHuam — IgA, IgM, IgG, AH®) — 1 pa3 B 3 Mecsua. 9K — 1 pa3z B 3
Mecaua.

= Y3 6ptoliHoM NonocTu, cepaa, noyek — 1 pas B 6 MecsLes.

= [1naHoBas rocnuTanusaLusa B peBMaToONIOrMYECcKoe oTaeneHme — 2 pasa
B roz, ANsi NpoBeAeHUs MOMHOro 06cneaoBaHms U KOppeEKLUM Tepanuu.

= BHennaHoBas rocnuTanu3aums- B cnydyae oboctpeHns 3aboneBaHus



[ncnaHcepHoe HabnoaeHne cornacHo CtaHaapTaMm
OKa3aHMsa MeAULIMHCKOW MOMOLLN HaCeIEHUIO
Huxeropoackon obnactu:

Ha6nroaeHme neaunartpa 5 ner:
= 1roag 12 pa3Broa
= 2roa 2 pasasBroa
= 3-5roa 1l pa3Broa
= [unoannepreHHas agveta — 1 roa.

Ka)xable nonroaa:

= KOHCyNnbTauun CTOMATOOrQ,
OTOpPWHOMApUHrosiora Ans
CBOEBPEMEHHOWN ANArHOCTUKN U
CcaHaumMun Hanbosee pacnpocTpPaHEHHbIX
o4aroB MHMEKUMN.

" |ccnenoBaHMe Kana Ha auua
re/ibMMHTOB.

He pexxe 4yeM oAuH pa3 B KBapTasl U
nocsne KaXxaoro nepeHeceHHoro OPBU
AEeNalT aHann3bl MOUN.




[NMPABWJIA BEOEHWA BOJIBHOIO

(PEAEPAJIbHBIE KITMHWYECKUE PEKOMEHZOALIN 1O
OKA3AHWIO MEANLIMHCKOW MOMOLLUWX AETAM

C BOJNIE3HbIO LUEHEUHA-TEHOXA. MOCKBA. 2015):

= O6yyeHue Ha AOMY MOoKa3aHo AETSAM, MOoyYaoLWwmnMm
[NIIOKOKOPTUKOUAbI U UMMYHOAEMNPECCAHTBI.

= B0 BpeMs MOCELLEHNSA LWKOSIbI HE MOKa3aHbl 3aHATUA PU3KYIbTYPOK
B obLuen rpynne.

= 3aHaTtua JIOK B ctagmum pemmnccmmn 60n1e3Hm Co CreunanmncTom,
3HAaKOMbIM C 0COHEHHOCTSIMM MATOJIOrUM.

= []pOTMUBOMOKA3aHbI:
-BaKUMHaUWS;
-BBEAIEHWE ramMMa-robynmHa; r‘&\ Ny
-NleyeHrne NMMYHOMOAYNATOPaMu; q« - NS
-nHconsuus (npebbiBaHne Ha ConHue); -
-nepeoxnaxaeHue (B TOM 4ucne KyrnaHue B BOAOEMax); y
-CMeHa KnuMmarTa; '

-C|3M3I/I‘-IeCKMe N NCUXUHECKUE TPaBMbl,
-KOHTaKTbl C AOMALWWHNMU XXUBOTHbLIMI.



NCXon

1. Boi1zpgopoBneHue — B 2/3 cny4daes yepe3 4-6 Hefenb nocrne
HacTynaeHns oCTpon ctaauu 3aboneBaHus.

2. XpOoHM3aL A NoYeYHOro npoLecca BrnaoTb A0 pa3BUTUS
XPOHNYECKON NOYEYHOW HEAOCTATOYHOCTU — NpUMEpPHO Y 25%
NETEN C NOPAXXEHNEM NOYEK B OCTpon hase bonesHn.

3. BbICTPO NporpeccupyowmMn BapuaHT riaoMepysioHedputa —
NPOrHo3 HebaronpusTeH.

4. Ocno)xxHeHus:
B ocTtpon pa3ze 6onesHn — novyeyHas HeAOCTaTOYHOCTb.

JleTanbHbIM UCXOA — B PEAKUX CITy4asiX MOXET BCEACTBUE
OC/TOXXHEHWI CO CTOPOHbI XKEYAOYHO-KMULIEYHOro TpaKTa
(KpoBOTEUYEHNE, MHBArMHALUMSA, UHDAPKT KULLKK) NN NOPaXKeHns
LIHC.



[IpodunakTuKa remopparn4yeckoro Backyamrta

NepBuyHaa npoduiaKkTUKa
reMopparm4yeckoro BackysmTa He
pa3paboTaHa.

BTopnuHas npodunakTuka
obocTpeHmn n peunanBoB 601e3HU
LLleHnenHa-leHoOXa

" npeaynpexaeHne o60CTpeHnn m
caHaums o4aroB MHMEKLNN,

" OrpaHu4yeHus B NMpueme
aHTUOMOTUKOB,

" yYCTpaHEHWe KOHTaKTa C
annepreHamu, NPoBOLIMPYOLLIMMA
(pakToOpaMn - OXNAXKAEHUNEM,
pm3nYecKnMn NeperpysKkamm,
CTPeCcCoBbIMU CUTYaLUSIMW.




CecTpuHCKas NpakTuKa rnpu 3aboneBaHnaX KpoBu
y OETEMN.

[Ipobnembl naumeHTa C
6011e3HAMU KpOoBU

Hemoch Sehonleln Purpumn

" reMopparn4yeckni CUHAPOM
(KpOBOU3NUSAHUSA B MATKUE TKAHU U
NOJSIOCTU, KPOBOTEYEHUS);

= 60onb,
" HeJOMOraHue,
" BbICbIMAHMUA HAa KOXE U CIU3UCTbIX,

" DUCK NMOPAXKEHUS XU3HEHHO BaXHbIX
OpraHoB,

" HeobXxoaAMMOCTb NeyeHus u
BTOPUYHOM NPOMDUIAKTUKM PELIMANBOB
3aboneBaHus,

" HeAOoCTAaTOK 3HAaHWM O 3aboneBaHuN.




CecTpuHCKasd nomoLlb

B cTaumoHape:

=  (ObecneyeHne NUTaHUs U NMUTbLEBOIO
pPEXUMa.

= KOHTpOnb cobnoaeHus
ABUraTenbHOro pexuMma.

=  (ObecneyeHune npegMeTamMu yxoaa.

"  BbinosHeHWe BpayYebHbIX
Ha3HaYeHUMN.

=" [logrotoBka Kk 06cneaoBaHUIO.

= [loBpayebHasi MOMOLLb Mpw
HEOT/IOXHbIX COCTOSHUSIX.

= Oby4yeHune 60bHOro N ero poaHbIX
METOANKAM yxoaa, OCHOBaM BTOPUYHOM
NPoPUIAKTUKM.




CecTpUHCKasa nomoLlb

B amM6y1aTOPHbIX YCIOBUSAX:

= BbiNosHeHME BpavebHbIX
Ha3Ha4YeHMN NO ANArHOCTUKE U
neyeHunto 601e3HeN KpoBM.

= ObyuyeHne 6onbHOro u ero
POAHbIX NpaBuiaM NeEPBUYHON U
BTOPWUYHOWN NMPOMUIAKTUKNY,
npaBunaM yxoaa, TEXHONOrnsaM
HeobX0AMMbIX MEANLIMHCKMX
MaHMNyNAUUnU, METOANKAM
HEOT/TI0)KHOM MOMOLLM NpwU
KPOBOTEYEHUSIX.

= KOHTPO/b ANHAMUKWN COCTOSIHUS MaLMEHTA, NMPUBEPIKEHHOCTU
Bpa4yebHbIM Ha3HaYEHUSAM, NPaBUIbHOCTU NPUMEHEHUS U3AENNA

MEANLIMHCKOrO Ha3Ha4YeHuns, perynsipHOCTU SBKM Ha ANCNAHCEPHbIE
OCMOTPbI.

= loBpayebHasi MOMOLLb MPU HEOTIOXHbIX COCTOSHUSIX.







