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r. MxeBck-2021 .



o N'emonuTnyecKkme aHeMmm - 3TO
aHeMunu, obycroBneHHbIe
npexaespeMeHHbIM pa3pyLleHnem
SPUTPOLMNTOB B KPOBEHOCHbIX COCyAaxX
n (UNN) B KNEeTKax CUCTEMbI
MOHOHYKJ/1eapHbIX parounTos
cefneseHkKun, neyeHmn, KOCTHOro mMo3ra.




Knaccudukayusi cemonnumu4yeckux aHemuu

1. HacnepncrBeHHbIe reMoJINTUYEeCKne aHeMum

CBs3aHHble C HapylleHneM MmeMbpaHbl apuUTpoLUUnTa
(mMmemb6paHonaTrnum)

CBsA3aHHble C HapyLleHneM aKTUBHOCTN (DEPMEHTOB 3PUTPOLINTOB
(dbepmeHTONATNMN)

CBsi3aHHble C HApyLUeHNeM CTPYKTYPbl U CUHTE3a reMornobuHa
SPUTPOLUNTOB (remornobmHonarmm)

2. [IpnobpereHHbIe reMo/IMTNYeCKne aHeMmm

CBsi3aHHble C BO3AenNCTBNEM aHTuTen (MMMYHHbIE)

CBsi3aHHble C UIBMEHEHUEM CTPYKTYypbl MeMbpaHbl, 06yCNOB/IEHHbIM
comaTmnyeckomn mytaumen (bonesHb Mapkmnadasbl-Mukenmn)

CBsi3aHHble C MexaHN4YeCcKnM nospexaeHneMm o60/104KM 3pUTPOLUTOB
O6ycroBfeHHble XMMNYECKNM NOBPEXAEHNEM SPUTPOLMNTOB
O6ycnoBneHHble HeAOCTaTKOM BUTaMUHOB (AeduumnTt BuTammHa E um
Ap-)

O6ycroBneHHble pa3pyLleHNneM a3puUTpPoOLMTOB Napasmtamm



OCTPbIA FTEEMOJIN3

(OCTPbI FTEMOJIUTUYECKWUN KPU3)
NPOAO/IKUTENBHOCTb XXU3HN 3pUTPOLINTOB CHUMXeHa € 120

CyTOK (HOpMa) BMAOTb A0 HECKONIbKUX MUHYT

NHAMKATOP YCUTIEHHOIO remMonun3a — PeTUKYNoUnTOo3 B
kposu Ao 10-30% wn 6onee (Hopma 0,4-2%) Bcneacreme
KOMMEHCATOPHOr0 YCUIEHNS 3pUTPON033a B KOCTHOM

Mo3re OCTPbIV FTEMONU3

/\

MMMYHHbIN HEMUMMYHHbIW

————

BHYTPUKJ/IETOUYHbIN BHYTPUCOCYAUCTbIN

* B CUICTEME MOHOHYKII€apHbIX haroumToB

(NPenMyLLIECTBEHHO B CENe3eHKe) = B KPOBOTOKE
* BO3MOXXHO paspyLleHne npealecTBeHHNKOB

3PUTPOLINTOB (IPUTPOKAPUOLMTOB) Makpodaramm

KOCTHOro mo3ra



NMPUYUHbI OCTPOI'O N’EMOJIN3A

OCTPbIN MMMYHHbIA reMoJin3

ANT'A, nanonatmnyeckasd, cMMnToMaTnyeckas
(C HEMOJSIHbIMN TENn0BbIMN arr1IlOTUHNHAMN,
C TennoBbIMNU™* nnn aAByxdasHbIMU*
reMoJiu3anHamMu)

TpaHCHY3MUOHHbIE peaKunn (rpynnosas
HECOBMECTUMOCTb 3PUTPOLIMTOB AOHOpa U
peunnueHTa)

NEeKapPCTBEHHbIN (FAanTEHOBbLIN,
reTepOMMMYHHbIN) remMosin3

napunanbHas KpaCHOKNEeToYHas annasung
reMoIMTUKO-YPEMNYECKNN CUHAPOM*

NMPUMEYMAHME: * - npenMyLlecTBEHHO
BHYTPUCOCYAUCTbIN FreMoJins



NMPUYUHbI OCTPOI'O N’EMOJIN3A

2. OCTPpbIft HEMMMYHHbBINA reMoJIN3

a

U 00U U

[y

HacneacTBeHHbIN MUKpocdepounTos (6one3Hb
MuHkoBckoro-Llodpdapa)

nedpnuunt aktneHoctu M-6-oAr sputpouymntoB™
OoTpaBJ/ieHne KOHLUEHTPUPOBAHHON YKCYCHOW KUcnoTomn™
OBC-cuHapom*

TpoMboTnyeckass TpomMboumnToneHn4yeckas nypnypa
(6bone3Hb MoLlKOoBUY)

Tanaccemus

cepnoBuMAHO-K/EeTOYHas aHeMus™* u apyrue
reMornobmHonaTmumu

napoKcu3ManbHas Ho4YHas remornobmHypuma (6onesHb
Mapkunada-Mukenn)*

MexXaHNn4YecKun reMonmn3 (MCKYCCTBEHHbIE KlanaHbl
cepaua, apyrme npotesbl, remonepdysnn)

NMPUMEYAHME: * - npeMMyLLeCTBEHHO BHYTPMUCOCYAUCTbIN

remosina



AyTONMMYHHaA
reMosimTnyeckas
aHeMuSA




OnpepeneHue

o AYTOMMMYHHaf reMoJiMTUYecKas aHeMus
(AUTA) - rpynna npnobpeTeHHbIX peakmnx
remMaTosiormyeckmnx 3abosnesaHnm um
CUHOPOMOB, XapaKTepPU3YOLLNXCS
BHYTPUKIETOYHbIM UM BHYTPUCOCYANCTbIM
pa3pyLUeHNEM 3pUTPOLIMTOB BCJIeACTBUE
obpa3oBaHUS ayTOaHTUTEN K @HTUIeHaM Ha
NOBEPXHOCTUN SPUTPOLINTOB




annaemMmuornorus

0 ExerogHo AUTA BcTpedatroTcsa ¢ Yactoton ot 1:41 000
0o 1:80 000 HaceneHnsa B N06bIX BO3PACTHbIX
rpynnax;

0 Yauwe Bcero AUTA passuBaeTca y aeten go 10 net vnum
y B3pocnbix nocne 40.

0 CoOTHOWEHME XEeHLWWH U MYXUYNH cocTaBnget 2:1.



Knaccudukaumna AUT'A

1. Mo npuunHe BO3HNKHOBEHMUSA:
«lMepBnyHaa (ngmonatnyeckas) AUA (NnpnymHa He U3BECTHA);

+BTopnuHaga (cumntomatmnueckasa) AUTA (nmmponponmndepaTmBHble U
MMMYHHble 3abonesBaHns, UHPEKLNN, CONNLHbIE OMYXO0/N, KO/SlareHo3.l,
anddy3Hblie 3aboneBaHns NneYyeHn, ayTOMMMYHHbIW TMNOTUPEOD3 U Ap.).

2. Mo MmexaHN3My pa3pylLueHUs SPUTPOLMTOB:
tAUTA Cc npenmyLecTBeHHbIM BHYTPUKIETOYHbIM reMOJIN30M 3pUTPOLUTOB
( pa3pyiieHue ux HaroruTaMu MPOUCXOAUT B CEIIC3CHKE, TICUCHH )

tAUTA c npenmyLecTBeHHbIM BHYTPUCOCYANUCTbIM FE€MO/IN30M 3pUTPOLIUTOB
(paspy1enne ux B KPOBEHOCHOM PycJie MO JCHCTBHEM IIUPKYIUPYIOIINX B KPOBU TUM(OIMTOB,
AHTHUTEI U KOMIUIEMEHTA).

3. Mo ceponornyecKkon xapakKrepucTmke ayToaHTUTeN:

01) AUTA c HeNosIHbIMK Tens1oBbIMU arrntoTUHMHaAMK (80% Bcex 60NbHbIX);
02) AUITA € NONHBbIMK XONOA0BbLIMWU arrntoTUHUHaAMK (12—15% Bcex cnydaes);
13) AUTA ¢ TennoBbIMU reMOSIN3NHAMU;

04) AUTA ¢ aByxdasHbIMMN XOS1I040BbIMU reMOI3NHaMM [JoHaTa—
JlaHpwTenHepa (KpanHe pegkasi u, Kak npasuao, BTopudHasa gopmMa npu
cnuunmnce n BUPYCHbIX UHPEKLUSAX).




ITUOMNOINMA U NaToreHes (1)

IIpuyuHa pazsutuss AUT'A — cpbIB UMMYHOJIOTHY€CKOM

TOJCPAHTHOCTH K COOCTBEHHBLIM AaHTUI'€HAM IPUTPOIHUTOB.

[MTpn AUTA, Kak 1 Npn MHOIMX APYrMX ayToarpeccmBHbIX 3aboneBaHusax, uMeeT

MeCTO nogaBJieHne CyrnpeccopHon pyHkummn T nmMMdpoumnTos, 4TO
crnocobcTByeT yBennyeHuto nonynsaunm B-numdbountos, obpasyrowmx
aHTUTEeNa NpoTuB COHBCTBEHHbIX CTPYKTYP. CpbIiB TONIEPAHTHOCTM MPOUCXOAMUT,
Koraa oHa popMupyeTcst B NPUCYTCTBUU MasibiX KONMYECTB aHTUreHa.
TonepaHTHOCTb, pa3BUBLLASICA MOC/e KOHTakTa ¢ 60/1bWNUM KOSIMYECTBOM
aHTUreHa, rnpakTnyeckn He ncyesaet (HanpuMmep, OTCYTCTBME ayToarpeccum
NpoTMB aHTUreHos cucrtemol ABO.

Mexanu3m 3TOro mpoiecca A0 Cux rnop He u3ydeH. [lockonmbky
AUNTI'A penkoe 3a00JIeBaHHUE, HE UCKIIOUYEHO, YTO TOTOBHOCTD K
noJA00HBIM HAPYIIEHUSIM B KAKOW-TO Mepe 00yCIIOBIICHA TEMHU
WJIA UHBIMY T'€HETUYECKUMHU JeekTaMu T-TMM(pOLIMTOB.



ITUONMOINMA U NaToreHes (2)

PaznunuHblie popMmbl AUUI'A MorytT mmetb B CBOE€M OCHOBE pa3Hble
BeayuwiMe NMpPpUYMHbLbI.

H ayTOUMMYHHBIX 3a00JIEBAaHUAX BBISBIISTIOTCS aHTI/IHI/IM(I)OI_[I/ITapHBIC AHTHUTCJIa U
aHTI/IJ'II/IM(i)OI_[I/ITOTOKCI/IHBI;

IIpH B-KJIIETOYHBIX OMYXOJISIX ay TOAHTUTENA — MPOAYKT OIMYXOJIEBOTO KJIOHA.

o CBonCTBa ayToaHTUTEN onpeaesnsatoT 0CO6EeHHOCTHN pa3/InYHbIX
¢dopm AUTA.

HermosiHbIe ayTOArmIFOTUHBI BBI3IBAIOT ariJIFOTUHALIUEO S3PUTPOLIMTOB TOJBKO B
BOJIHO-COJIEBOM CPEJI€, B TO BpEMsI KaK JCUCTBUE MOJHBIX MPOSBIISICTCS B JTH000H
cpele.

HemnosiHbie TEMJIOBBIE aHTUTEA (PUKCUPOBAHBI HA SPUTPOLIUTAX U
B3aUMOJICHCTBYIOT yepe3 Fc-dhparMenTsl UMMYHOIIO0YIMHOB ¢ Fc-
perienTopaMu Makpoaros, U3 3a YEro TEPSETCS YaCTh MEMOPaHbI SPUTPOIIUTA,
U3MEHSIETCS €€ OMO(PHU3UUECKOE COCTOSTHUE U TTPEK]IE BCETO CBOMCTBA MOHHBIX
KaHaJI0B. JTO MPUBOJIUT K 00pa30BaHUI0 MUKPOCKHEPOLIMTOB U PE3KOMY
YCKOPEHUIO pa3pylIeHUs (CEKBECTPAIIMM) SPUTPOIIUTOB B CEJIE3€HKE, a MHOTIA U
B IICYCHM.



ITUONIOIrnA U naTtoreHes (3)

XO0JIOJIOBBIE arJIFOTUHUHBI BBI3BIBAIOT TPAH3UTOPHOE CKIICUBAHUE SPUTPOIIUTOB
Ha XOJIOZE, YTO MPUBOJUT K (PUKCAIIMM M aKTHBAIUM KOMILJIEMEHTA Ha UX
MOBEPXHOCTH C TOCICIYIOIIUM MOBPEXKACHUEM MEMOPaHBI.

['eMOM3MHBI AKTUBUPYIOT KOMILJIEMEHT, MOBPEKIAOIINI MEMOpaHy BHYTpHU
cocyauctoro pycna. IIpu atoit popme AUI'A nHbEKIIMOHHBIN areHT MOXKET
UMETH CXOACTBO C AHTUTCHHBIMM CTPYKTypPaMU 3PUTPOIATA WIIK HA TIEPBOM
3TaNe HECKOJbKO BUJAOU3MEHSTh UX, YTO B MOCJICAYIOIIEM MPUBOJIUT K
ayTOCEHCUOMIIN3aIINH.

Hawubosnee yacto B pazsutun AUI'A npuHUMarOT y4acTHUE JBa Kjacca aHTUTEN:
IgG u IgA nnu IgG u IgM, a TakKe KOMIUIEMEHT, YTO ONPEACIIICT KaK
narou3noioruto, Tak u jeuenue AUI'A. IgM anTuTena akTUBHO (PUKCUPYIOT
KOMILJIEMEHT, IPU ATOM, KaK MpaBUIIo, psimMasi mpoda KymOca orpunarenbHas. Y
JAHHOM KaTreropuu OOJbHBIX CIUICHIKTOMUS HE MIPUBOJUT K MPEKPAILICHUIO
reéMOJIN3a, MOCKOJbKY B pa3pylICHUU SPUTPOIIMTOB AKTUBHO YYAaCTBYIOT
(barouuThl IEYCHHU.




KnuHu4yeckasi kapmuHa (1)

Haubosiee yacteiM BapuanTom siBiasiercss AUT'A, o0ycJioB/ieHHAst
HEMOJHbIMHU TEIJIOBBIMH AITJIIOTHHUHAMMU (AHEMUS ¢ BHYTPUKJICTOYHOMN
rudeJIbI0 3PUTPOLIUTOB).

DAHEMUYECKUN CUHIPOM, OOYCIOBIICHHBIN CHIXKEHHEM TTOKa3aTeNel KpacHOU KPOBH U
pa3BUTHEM TMIIOKCUM TKaHeH (pe3kas ciiabocTh, COHJIUBOCTh, 0OMOPOKH, OJBIIIKA,
cepaneduenue, 6JeAHOCTh KOXKU U BUIUMBIX CIU3UCTHIX 000JI0YEK. ). Y HEKOTOPHIX
OOJIBLHBIX, 0COOCHHO MOMXKHUJIBIX, BOBMOXHO Pa3BUTHE AaHEMUYECKON MTPEKOMBI U KOMBI. Y

OOJILHBIX C MOPaKEHUEM CEpIla BEICOKA BEPOSITHOCTh OCTPOU JIEBOKETYTOYKOBOM
HEJIOCTATOYHOCTH;

aYacTto ormedaetrcs cyodeOpriibHas uin pedpubHas TeMIieparypa Teia, 4To
COOTBETCTBYET IEPHOAY MAKCHMaJIbHOTO Pa3pyIICHUS SPUTPOIIUTOB;

D)KCHTYHJHBIﬁ CUHIPOM. Koxxa TMMOHHO-KEJITOTO OTTCHKA, HC COIPOBOXKAACTCS 3yA0M,
HKTCPHUYIHOCTb BUAUMBIX CIIM3UCTBIX 00os10uek. Moua cTaHOBUTCS TCMHOfI, IBCTA
rycroro 4as, kBaca, MOXCT HAIIOMUHATH MACHBIC IIOMOU,

nlenaro-nveHanbHbIA CUHAPOM. Y 2/3 OOJMBHBIX BBISBISETCS YBEJIUUYECHUE CEIIC3EHKH U
0oJjiee 4eM y MOJOBUHBI OOJIBHBIX — MEeUeHU. Pa3mMepsl cee3eHKH 3aBUCST OT
WHTEHCUBHOCTH T'€MOJIM3a U MOTYT JOCTUTAaTh OY€Hb OOJBIINX MPEICTOB.



OCTPbIA BHYTPUKIETOYHbIXN FTEMOJIN3 (KPU3)

O O o 0o &8O O &3

KJTIMHUKA:
pe3kasa obuwaa cnabocTtb
OAbHHiKa,cepAdebmeHe —M8M
nHoraa 6onm B obnactu cepaua, NoSICHULLbI
nmnxopagka (38-39° C)
XeNnTyxa, TeMHas Mo4ya
CMJIEHOMEranunsg, pexe — renatomMeranus
MHOrAa COMOPO3HOE COCTOSIHUE

JIABOPATOPHDIE NMOKA3ATEJIN:

0
%*

aHeEMUSI HOPMO-, TMNepXpoMHada, HOpMO-, MakpouuTapHas,
rmneppereHepaTtopHas (Npu anaacTUyYeckux Kpmsax — a-,
rmnopereHepaTtopHas). F’emornobuH cHmxeH ao 60-70 r/n,
y paaa 6onbHbiX — MmeHee 50 r/n

CHUWUXEHa OCMOTUHECKAas YCTOVIqMBOCTb PpUTPOLUNTOB

MOXeT 6bITb HEUTPOMDUBbHBIN NENKOLIMTO3 CO CABUIOM
B/1€BO A0 eAUHUYHbIX MNenoumToB, TpoMbouUTONEHUS

runepbunmnpybnHemmns (3a cyeT HenpaMon ppakummn)
nosbiweHue JIAI (aputpounTapHasa ppakums)
ypobunmnHypus



KnuHu4yeckasi kapmuHa (2)

o AMIA, oOycuoBiieHHas oOpa3oBanueM AT kiacca
reMOJIN3MHOB (AHEeMHUSI C BHYTPUCOCYIUCTOM rH0e/IbI0
IPUTPOLIUTOB)

%+ AHEMMYECKHU CUHJIPOM;

+ Koxka 1 BUauMbI€ CIM3UCTHIE 000JI0UYKH PE3KOM
OJIETHOCTH, KENTYITHOCTh MEHEE XapAKTEPHA;

< TIOBBIIICHUE TEMIIEpaTyphbl T€Ia 10 (PECOPUITBHBIX
¢ p, 00JIU B MOSICHUYHOM 00JIaCTH, TIOSBJICHUE
MOYM YEPHOIO 1IBETA;

% YBEJIHWYEHHUE CEJIC3EHKH BCTPEUYAETCs HEYacCTo, U
pa3Mephl €€ HEBEJIUKH.



OCTPbI/A BHYTPUCOCYOUCTbIN FTEMOJIN3
KIMUHWKA:

%

%

%

%

%

%

%

%

%

O3HOD, NXOpaKa, YyBCTBO apa

6onun B rpyaun, XXMBOTE UNU NOACHMULE
TOLLHOTA, pexe — pBoTa

ofblLLKa, Taxnukapausi, Hepeako — rMNOTOHUS

KpaTKOBPEMEHHOE BO3bYyXXaeHMe nnu
CMyTaHHOCTb CO3HaHUA BNOTb 40 aHEMUYECKON
KOMbl

BnegHo-XenTyLUHbIN LIBET KOXXHbIX MOKPOBOB

yepHasi N TEMHO-0Oyporo LBeTa mo4a
(remornobuHypus

TpoM0bO3bl Nepudepmnyecknx BeH
(TpomMboneduTbl) U/Mnu TPOMOO3bl MO3roBbIX
COCYyO0B N/Mnn Me3eHTepunarnbHbIX COCY0B

OBC-cuHapom c passutuem OlH



OCTPbIX BHYTPUCOCYOUCTbIN FTEMONU3

NTABOPATOPHbIE NMOKA3ATEIJN:
- aHeMusi HOpMOXPOMHas, HopMoLMTapHas, pexe

rmneppereHepaTtopHas
- MOXET ObITb HEUTPOUIBHBIN NIENKOLMTO3 CO COBUIOM
BMEBO, TPOMOOLUMTONEHNN, TPOMDOOLUTO3

- NOBbILWEHNE KOHUEHTpauun csobogHoro remorrnobunHa
nrasmbl KpOBU (remorrnobnHemus),
runepbunupybnHemms, nososiueHue J1OI

- TeMornobuHypus, reMmocnaepuHypus

- pas3HoHarpaBrieHHbIEe COABUIMM B CUCTEME reMocTasa
(NoBbILLEHWE MPOAYKTOB Mapakoarynsauum,
TPOMOOLIUTOMEHUS, CHUXKEHUE aHTUKOArynsLUMOHHOIo
noTteHunana n dmndbpmHonnaa)

- MPU3HaKN HapyLeHnsa PYHKLUUX NOYEK U NeYeHN
(noBbILLEHNE KpeaTUHUHA, MOYEBUHLI KpoBun, AJIT,
ACT, r-['TT1, runepkanuemms, CHUKeHne no4acoBoro
avypesa (BnfoTb 40 aHypun), CHUXKEHNe anbO0yMNHOB

map.)




KaptuHa kposu npu AUTA@)

AHeMusa HOpMOXpPOMHasA, HopMouuTapHana (pexxe rmnepxpomMHas,
MaKpouuTapHasn), runeppereHepaTtopHas.

Bbipa)XeHHOCTb aHEMUU pa3finyHada, BHE KPpU30B OHa HebonbLlas uniu
yMepeHHas — CHUXeHne KoHueHTpauuun remornodbuHa ao 110-70 r/n,
4yucna sputpounTos - Ao 3,5-2,5-10'%/n, rematokputa - Ao 30%.
KonnuectBo petukysioumtoB nosbiweHo 20-50%o0, pexe — Ao 100%eo.
«» CpegHee coaepxaHue remornobuHa B aputpounte (MCH), Kak
npaBwJio, B npeaesiax HopMbl, pexe — C TeHAeHUMEN K MOBbILLEHUIO
(30-35 nr unu 6onee 35 nr). CpeaHun ob6vem sputpoumntos (MCV)
HopManbHbIN (80-104 ¢dn) nnm nosbliweHHbIW A0 105-135 i (npwu
BbIpa)>XE&HHOM PEeTUKYJIOLNTO3Ee N HedoCcTaTKe Pos1aToB B YCNOBUSAX
yBeNnyeHusa niaaugapma aputpornosasa). l[lokasaTtesib aHM30unTO3a
aputpountoB (RDW) yBenuyeH (bonee 15%). CpeaHsss KOHUEHTpaUUS
remornobunHa B aputpoumnte (MCHC) B HOopMe.

« Yucno nenkoumtoB U TpoMOOUUTOB OOBLIYHO HE N3MEHSIETCS, peaKo
YMEPEHHO CHMXeHO (NMpY MMMYHHbIX dopMax remonmsa). COD -
yckopeHo (20-65 mm/u).
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KaptuHa kposu npu AUTA (2)

B neproa reMoIuTHYEeCKOTo Kpr3a WK IPU OCTPhIX (popMax UMMYHHBIX
TreMOJIMTUYECKUX aHEMUM: YPOBEHb T€MOITIOOMHA MOXKET CHUKATHCS 10
50-40 r/11, yncno 3puTpouuToB - 10 2,0-1,0-10'%/1, a rematokpuTHas
BenmmunHa — 10 10-20%. KonndecTBO peTUKYIOUTOB PE3KO MOBBIIIAETCS
(100-120%o0), nnoraa 10 500-600%o. [Ipu ammacTudeckoM Kpu3se
(HaOIrOAETCS PEAKO) KOJINUECTBO PETUKYIIOIMTOB CHMKEHO. MOXKET
OBITH HeTpoMIBHEIN NelikonuTos (10 15-10°/1 u Gonee) ¢ yMepeHHBIM
SJIEPHBIM CIIBUTOM BJIEBO JI0 €IMHUYHBIX MUEIOIUTOB.

B mMa3ke KpoBH 4acTO BBIPAKEH aHU30-, TOMKUIIOIUTO3 SPUTPOLIUTOB:
MUKPOC(HEPOLUTHI, TOJIUXPOMATOPHUIIBI, ITA3O0IUTHI (METKUE (PparMeHThI
SPUTPOLUTOB), MAKPOIIUTHI, HAOIIOAAIOTCA SPUTPOKAPHUOIIUTHI.



Mukpodoto maskoB kposu npu AUTA

o MwukpodoTO Ma3KoB KpOBU NPU ayTOMMMYHHOW FrEMOSIMTUYECKON aHEMUN,
feMonunTnyeckmi Kpms. NokasaHbl aHN30LUUTO3 SPUTPOLNTOB, OKCUDUSIbHbIE U
NOIMXPOMATOPUIbHBIN HOPMOLUTLI, MOANXPOMATODUIbHbIE SPUTPOLUTHI,
neBbin caoBUr HenTpodunnos (MMeNoUnT, METAMMNENOUMNTHI ).



Mukpodpoto maska kposu npu AUTA

o  MwukpodOTO Maska KpoBMu NMpu ayTOMMMYHHOW reMOoSIMTUYECKON aHEMUN.
feMonuTmnyeckmimm Kpnus. OKCUdUNbHbIN U 6a30PUBbHBIN HOPMOLUMUTDI,
NOSIMXPOMATOPUIIbHbIE 3PUTPOUNTBLI, MUKPOCHEPOLUTbI, MPOMMNENOUNT
HENTPOMDUILHbIN.



NunarHoctuka AUT'A ¢ HenornHbIMU TENIOBbLIMUA
arrntoTMHNHaMM

B KpoBU - 3HaUUTETBLHOE CHIXKEHHUE COZIEP KaHUS SPUTPOLIMTOB U TeMOITIOOMHA, BBIPAKEHHBIM
PETUKYJIOLUNUTO3. AHEMUSI HOPMOXPOMHAasI, HOpMOIUTapHas (peke MakpoluTapHas, THIIEpXpOMHasi),
rUIeppereHeparopHast;

B TskenbIx cinydasx BO3MOXKHO MOSIBJIEHUE B KPOBU HOPMOLUTOB. KOMYECTBO JTIEUKOLIUTOB U
TPOMOOLIUTOB HAXOJUTCA B Mpeiesax HopMbl. JIelikonurapHas popMyiia He U3MEHEHa, XOTS MOTYT
HaOJIIO/IaThCA U IEHKEMOUIHBIE PeakIu 1o HeUTpouinbHOMY TrIly. CO3D 3HAYUTEIBHO YBEIUYCHA;

B moue ypoOmnmmHypwus, ka1 nmpuodpeTraet 0o1ee TEMHYIO, IT0 CPAaBHEHHUIO C OOBIYHOM, OKPACKY;

B kpoBu Hempsimas OuaupyOMHEeMHUsl, YBEIMUCHHUE COACPKaHMSI JKelle3, CHUKCHUE YPOBHSI
ranTorIoOnHa;

[Ipsimast mpo6a KymOca nonoxurtenbHas (aHTUIIOOYJIMHOBYIO CHIBOPOTKY KPOJIMKA, MTOJYYEHHYIO
IyTEM €ro CeHCHUOMIN3aluu ¢ Y-II00YJIMHOM YeJI0BEKa, J00aBISIOT K UCCIELYEMbIM SPUTPOLIUTAM.
CBIBOPOTKA HE BBI3BIBAET arrIIOTHHALMIO HOPMAIbHBIX OTMBITBIX SPUTPOLUTOB, HO MIPU
MPUCOEANHEHUN aHTUTIIOOYIMHOBOM CHIBOPOTKH K SPUTPOLIMTAM, COJAEPKAIIMM Ha CBOEH
MOBEPXHOCTH HemnoJiHbie AT, OeJIKOBbIE MOJIEKYJIbl YKPYITHSIOTCS U SPUTPOLUTHI arIIOTUHUPYIOT);

PazgpaxeHue 3puTpoOuIHOrO POCTKA B CTEPHAIIBHOM MyHKTATe (YBEJIMYCHUE YUCTIA
SPUTPOKAPUOLIUTOB B KOCTHOM Mo3re BbItie 30%);

CHmKeHa 0CMOTHYECKasl pE3UCTEHTHOCTh APUTPOLMTOB (Havyajo remosusa - 0,7-0,5%; moaHbli
remosin3 - 0,4-0,36%): B HopMe remonin3 HaunHaeTcs pu koHueHTparuu NaCl 0,42-0,46%
(monubIM remonus - 0,30-0,32%);



NunarHoctuka AUTA ¢ nonHbIMM TeNnNoBbIMUA
reMmonm3nHamm

<+ B nepudepuueckoit KpoBU — HOPMOXPOMHAS, HOPMOLIUTAPHAS WU
MAaKpOLHUTapHAs, TUTIEPXPOMHAS] AaHEMUSI C BBIPAKEHHBIM
PETUKYJIOIUTO30M;

< B KpoBHM U MOY€ BBISBISECTCS CBOOOHBIN IeMOIIIO0MH, a B aHAIU3e
MOYEBOI0 0CaJIKa OTMEYAECTCS YBEINUYCHHUE KOJIMYECTBA KJIETOK IUTEIIUS
MOYCYHBIX KaHAJbIIEB C BKIIOUEHUSIMUA TeMOCHACPHHA;

% ITaroMop@dosiorus KOCTHOrO MO3ra: TUIEepIIa3us KPaCHOTO POCTKA
KPOBETBOPEHUS PA3IMUYHON BBIPAKEHHOCTH. [1pu TsKeIbIX
TEMOJIMTUYECKUX KPU3aX KOCTHBIM MO3T CIIOCOOEH YBEINYUBATh
MPOAYKIIUIO SPUTPOLIUTOB B 6—8 pa3s;

+ IIpoba XapTmana (caxapo3Has mpo0a) MOJIOKUTEIIbHAS;

< IloBbImIeHHE YPOBHS JAKTaTACTUAPOTeHA3bl (3pUTpouUTapHas GpaKiuys)
B KPOBHU;

< CHMXeHHue ypOBHS rantTorioOnHa B IJIa3Me KPOBHU;

< IIpsamas npoda KymOca orpuiiarenbHasi.



OundbdepeHumnanbHbIM gnarHo3s AUTA

C 3aboneBaHnaMHU, NnpoTeKkarwowWwmMMm C 3J1IeMeHTaMm remosim3a:
12-pednynNTHON aHEMMEN;
NapoKCcu3MasibHOW HOYHOM remornobuHypuen (MHM);

HacneaCcTBEHHOU chepounTapHOM reMoSIMTUYECKON aHeEMUEN U APYTNMU
HacneacTBEHHbIMU FreMOSIMTUYECKUMUN aHEMUSIMU;

TpoMboTnyeckon TpombounToneHn4Yeckom nypnypoun (aKTMBHOCTb
meTannonporteasbl ADAMTS13);

MapLleBou remornobuHypmuen;

6one3Hblo BunbcoHa (BCTpeyaeTcs AebloT C reMosIMTUYEeCKoro
CUHAPOMA);

HECOBMECTUMbIMUN TPAaHCPY3nAMU 3pnTpounToB (B YacTHOCTU, 6e3 yueTa
pe3yc-dpeHoTuna);

reTepoOMMMYHHbIMU FrEMOSIUTUYECKUMU aHEMUAMU (NEHULNINHBI,
nedanocnopuHbl, CynbdaHnnammibl, BUPYCHblE U HEKOTOpPbIE
6akTepuanbHble MHPEeKLNN);

remosiInTMKo-ypemmnyeCckKmMm CMHApoMoM ( BbisiBfieHne LUnra-ToKkcunHa u
ap.).




JleueHne AUTA

0 Ha cerogHawHumM apeHb AATA He
n3neynma;

0 Uenb neyeHnsa — MakcuMasibHO
AnuTenbHasa peMnccna M KOHTPOJSib
PEMUCCUN;

0 HeagekBaTHad, n3bbiToUHad Tepanug
FMIOKOKOPpTUKOMAAMU NPUBOAUT K
TAXeNIbIM OC/NOXHEHUAM,
KOHKYpuUpyrowmnm ¢ camomn AUTA.




JleueHne AUTA

O Takruka nmeuenuss AUI'A 3aBUCHUT B IIEPBYIO OYEPE/Ib OT €€
CEPOJOTUYECKON PA3HOBUAHOCTH U OCTPOTHI T€MOJIMTHYECKOTO
kpu3za. [Ipu nedennn kpuza nepBudHOM U BropudHont AUT'A
NPUHIANUAIBHBIX PA3JIAYUN HET.

O  Haubonbmue ycnexu JOCTUTHYTHI B ICHEHUU CaAMOU
pacnpoctpaneHHOU popmbl AWUT'A — ¢ mONOKUTENLHON TPSMO
npo0oit Kym0Oca, BEI3BaHHON HEMOJHBIMU TETLJIOBBIMU
arrIIOTHHUHAMH.



[MpodurnakTMka NOCTCNNEHIKTOMUYECKUX TPOMOO30B

o Ilpu rune
IO CJIEOIIE]

DTPOMOOIIUTO3€ B paHHEM
pAIIMOHHOM IIEPHUOAC Ha3HAYAIOT

KaK Jie3ar

DEraHThI (Ipernaparhbl

aleTUICAIUIMIOBOUN KUCIOTHI, 100 mMr 1—2
pasza B CyTKH, U/WJIH KIOMHUAOIPEIl, HAYMHAS
co 150—300 mr/cyT B Teuenue 1—3 gHEH,
3arem 37,5—75 Mr/cyT), Tak u

HHU3KOMO/JI

CKYJIIPHBIC I'CIIAPDHUHLBI B

npOo(PUIAKTHYECCKHAX J03aX.



BrnepBble BbisgBneHHble AUTA

Tepanua «nNepBov JIMHUN>» -
rMIOKOKOPTUKOMADI

2B/B BBeaeHne metunnpeanaHmM3osioHa
5-10 mr/kr (ao 1000Mr)- «nynbcC-
Tepanna»

o[dlekcameTasoH 20 -40 Mr/cyT, 2 - 4 AHA
Kaxable 2-4 Hep 1 -4 unkna — «NyJnbC-
Tepanuna»

allpeaHmn3onoH 1-2 Mr /Kkr He MeHee 3
Hea C nocTterneHHbIM CHUXEeHUeEM A03bl




JleueHne AUTA

BTopana —TpeTbs JIMHUU Tepanuu

) CnneH3kTOMMSI B KQUECTBE 2-0M JINHUN Tepannm

NpoBOAAT TeM 60NIbHbLIM KaK C uanonaTn4yeCcKuMun, Tak u
CO BTOpMYHbIMKU popMmamMu AUTA, koTopeble 6oniee 2—4
MecCAaLeB BblHYXAEHbI NPUHMUMATb NPeaHN30JI0H, a
TaKXe B C/ly4yae OTCYTCTBUSA pEMUCCUN B TeueHne 1—2
NeT Npu Apyrux Bnaax nevyeHus.

oNnTeNnbHOM peMnCcCcmMmn yaaeTca AoCTUIrHYTb 6bonee uem
B 60% cny4yaes




2 XapakTtep remonmsa

2 OcTpoTa remosnmnsa.
KaTacTpopuyeckmm remonmns
6oneeld aHen

1 YBenn4deHue ceneseHkKu
2 TpoMboOreHHbIN pUCK
o Bo3pact




IlokazaHudg K CIIJIEHAIKTOMUU

BEpU(DPUIIUPOBAHHBINA JUATHO3 PELMINBA
AUTA;

IIPOTHUBOIOKA3aHUS K HA3HAYCHHUIO
TJTFOKOKOPTHUKOW0B (CaxapHbIM JTHAOET,
OCTEONOpPO3);

orcpanusa NMCCT HC TOJIBKO J’IG‘IC6HYIO, HO
N JTUAI'HOCTHUYCCKYIO IICJIb,

OCTphIe (DOPMBI F€MOJIM3A.



OmHocumeribHbIe rpomueorioKkasaHus K
CM/IEH3KMOMUU:

I[JIPITGJ'IBHBIﬁ IIPUCM BBICOKHX 103 IIPCIAHMU30JIOHA K
MOMCHTY IIPHUHATHIA PCIICHUS,

TAZKCIIBIC I/IH(I)GKHI/IOHHI)IG OCJIOZKHCHMUSI,

BBICOKMI TPOMOOI€HHBIM PUCK (KOMILJIEKC
HEOJIaronpUsATHBIX MOJMMOP(U3MOB F'€HOB CHCTEMBI
CBEPThIBaHUS, aHTU(HOCPOITUIUIHBIN CHHIPOM,
Bo3pacT 0oiee 70 jeT, TpoMO003MOOIMHY B aHAMHE3E,
MepILATEIbHAs apUTMHUS);

KOMIIJICKCHAsA COMATHNYCCKAA I11aTOJIOI'NS,

BHYTPUCOCYAUCTHIN BAPUAHT I€MOJIN3A.



OcCnoXXHeHUa CnneH3KTOMUn

=

O O O O &3

B riocsieonepaLmoHHOM repuoge 4acTbiM OCMIOXKHEHMEM CMIEH3KTOMUN
aBnserca acrnjaeHn4Yeckum TpoMboLMTO3, AoCTUralOWMIA MaKCMMyMa K
6—21-My aHto (500—1800 10°/n);

Hepeako BO3HMKAET aTesieKTas JIEBOro JIErKoro ¢ nocieayowWwmM pa3sBuTmem
HUXHEeN01EeBOW MHEBMOHUMN;

Mocnenctemsa TpomboumnTosa — TpPoMb6O3bl MOPTasIbHOWM CUCTEMBLI U
COBCTBEHHbIX BEH NeYeHn, MeCT YCTaHOBKW BEHO3HbIX KaTeTepoB, BeH
HUXXHNX KOHeYHocTen U TIJIA. 3TN OCNOXHEHUS OXUAaeMbl MPpU BbICOKOM
TPOMOBOreHHOM puUCKe.

daKTopbl pucKka TpomMb6030B:

NpOAO/IHKALWNNCA TEMONN3;

MOXWSI0M BO3pacT;

OCTpble MH(EKUUN C NeNKOUNUTO30M;

Hanume MapkepoB aHTUHOCHONMNUAHOIO CMHAPOMA;

HebnaronpusaTHble NOAMMOP(PU3Mbl FEHOB CUCTEMbI CBEPTbIBAHUS KPOBU
(MHrMbutopa akTmeBaTopa nnasMmmHoreHa, akrtopa V Jlenaex,
npoTpoMbuHa. GmnbpuHoreHa, MeTuneHTeTparngpodonatpeaykrasbl 1 ap.).



INeueHne TpomOO30B

% IIpu nuarHoctuke TpoMO03a NOPTAIBLHON CUCTEMBI (onmiieporpadus
COCY/IOB OPIOIITHOM MOJIOCTH) WA APYTrOro BEHO3HOTo TpoM0O03a
PEKOMEHIYETCA KPYINIOCYTOYHOE BBEJICHUE renapuHa co ckopoctsro 1000
en/u (24 000 en/cyTt) uadyzomaTomM, HOJI KOHTPOJIEM KOAryjJorpaMmbl U
TpoMOo3IacTorpaMmel. [Ipu coxpaHsIomencs: TUIIEPKOATYIISINM 1032
renapuia MoxeT ObITh moBbliieHa 70 1500—1800 ex/4, mpu s3Tom
HEOOXO0IUMO oIlpejiesicHue ypoBHs aHTuTpomOuHa III. ['emapun BBOSIT
HEMPEPBIBHO, B TeUeHUE 3—4 Heelb ¢ 00s13aTeIbHBIM KOHTPOJIEM
KOJIMYECTBA TPOMOOIMTOB (BO3MOXHA renapuH-UHIYIIUPOBAHHAS
TPOMOOIIUTOTICHUS ).

« Ilpu paccaceiBaHuM TpoMOOB (KOHTPOJIbHAS JOMILIEpOrpadus CoCy10B
NOPTAIBHOW CUCTEMBI) HEPEXOISIT HA HU3KOMOJICKYJISIPHBIN TelapyH
(Hanmpumep, HagpomapuH, 0,6—1,2 mir/cyT, nim sHokcanapux, 40—80
MTI/CYT), a B JaJbHEHIIIEM Ha Bap(hapuH, 5 MT B JIeHb, 11oJ koHTpoiem MHO.



IleyeHune pesncteHTHbIX dopm AUTA

o Ilpu HEdPPEKTUBHOCTH CILICHIKTOMUHU WX JIJIS
anprepHaTuBHOU Tepanuu AMI'A nokazaHa Tepanus
putrykcumMadom (MaOTepoil) — Bropasi-TpeThs JIUHUN
Tepanmm.

0 Pumykcumad — pexoMOMHAHTHBIC MOHOKJIOHAJIbHBIC aHTUTENA K
Kiactepam auddepeHunpoBku 3penbix B-nmumdporuros (antu-CD20)
HavyaJIu IPUMEHSITh JJIs JICUCHUS PE3UCTECHTHBIX BTOPUYHBIX U
nanonarnyecknx ANUIL'A B mocneaume 5—10 set. HacTora moctmxkeHus
PEMHUCCHUI IIPU JAHHOM JiedeHUH aocTuract 55—80%. BaxxHO OTMETHUTB,
YTO MOJ0KHUTEIBHBIN 3()PEKT TOCTUTACTCS HE TOJIBKO y 00JIbHBIX ANTA C
TEIJIOBBIMM arrIlOTUHUHAMM, HO U Iipu hopmax AUT'A ¢ Hanmndyuem
XOJIOAOBBIX armIFOTUHUHOB;

o  CraHAapTHBII peXXUM Tepalnuu puTyKcuMadbom — 375 mr/m? 1 pas B
HEJENI0 B TeueHne 4 Henein.



Putykcnmab

lNMoka3aHuns g1 Ha3Ha4YeHnss puTykcmmaba:

»pe3ncTeHTHble opMbl AUTA ¢ HapacTaloLWwnM KOTMYeCTBOM
pPa3/INYHbIX OCJTOXXHEHWUN;

»HEMNEPCNEKTUBHOCTb CMJIEHIKTOMUN — BbISIB/IEHUE
NOBbILLUEHHOrO NMeYeHOYHOro NHAEeKCa CeKBECTpaLmm
3pUTPOLIMTOB

+MOXXWJION BO3PACT C BbICOKMM PUCKOM OCJTOXXHEHUW MpWn
Tepanuu nNepBon U BTOPOW JIMHUN,

lMMpoTnBonoka3zaHNsa K Ha3Ha4YeHUII0 pUTyKcuMaba:
JHEeNnepeHoCMMOCTb NnpenapaTa;

0AKTUBHbIW BUPYCHbIN renatut B unm C;

DOCTpasi BUpyCcHasa nnm baktepunanbHas MHpeKLns.



immyHocyrnipeccusHas mepanus (1)

NMMyHOcynpeccuBHbIe N ULMTOCTaTUYeCKMe npenaparhbl
Ha3Ha4aloT NaumeHTaM NMoXXuaoro sospacra (nepsas uan BTopas INMHUS
Tepanuun) u naumeHTam c peumamsupyrownmmmn AUMA B KayecTBe TpeTben
INHUN Tepanun. Kak npasnno, NpuMeHsoT unknodocdamua, a3aTtuonpumH,
MepKanTonypuH uan TUOryaHuH, peako — npu xonogoson AUTA —
BUHKPUCTUH N xNnopambyuun. Ha Ha4yanbHOM 3Tane fie4eHns peumansa
remMosim3a BO3MOXXHO NX COYETaHUe C MIKOKOPTUKOUAAMU, KOTOpbIe
NOCTEeNeHHO OTMEHHAIOT B TeueHune 2—4 Heaellb.

Limknodocchamma obbivHO Ha3HayatoT B Ao3e 400 Mr B AeHb UK Yepe3
AeHb. ECTb egnHMYHbIE coobweHnsa 06 ycnewHoM NCnonb30BaHNn
BbICOKMX 003 3TOoro npenapata (10 mr/kr/cyT B TedeHne 10 aHen nnn 50
Mr/Kr/CyT B TedeHune 4 aHen): peMuccums bolna Npoao/KNTENbHON U
annnacb 4—29 mec.

A3aTMONMPUH HA3HA4YalT NPU YMEHbLIEHUN CTENEHN aHEMUUN B L03€
1—2,5 mMr/cyT Ha gnutenbHbIn nepuog (4—6 Mec). MNMopgaepxuneatowas
Tepanusa (25 Mr yepes AeHb) B AaJ/ibHENLLEM MOXET NMpoAo/KaTbCH OT 4
MecaueB A0 5—6 feT, o4HaKo, No HalweMy onbITy, 3TOT Npenapar
NPUXOANTCH OTMEHSTb M3-3a YAaCTOro HapyweHus QyHKUUU NeYeHun.



VimMmyHocyrnipeccusHas mepanus (2)

NmmMyHOrno6ynmH ans B/B BBeAEHNST U naasmadgpepesnbl
OKa3bIBAlOT YMEPEHHbIN N O4YEeHb KOPOTKUN 3D EKT U HE SABNSAIOTCS
camocTosTeNnbHbIMKU MeTogamMun Tepanun AUTA. UMMyHOrnobynmH BBoasaT B
nose 0,4—2 r/kr/cyT B TedeHne 3—5 aHen. MNpoao/KNTenbHOCTb OTBETA
coctaBnsget 10—14 aHen, peako 6onee 3 Heaenb 1 B 6ONbLUNHCTBE
cflyyaeB Bps4 N onpaBAblBaeT CTOMMOCTb AAHHOMO BUaa Tepanuu.
[MokaszaHMEM K TakKon Tepannm MoXeT OblTb TONbKO TsXKenas nHdekums, a
y AeTen ee npodmnakTuka.

NMpoBepeHune nnasMmadepesoB Hambosnee NPUHATO NPU XON0A40BOM
reMarrniTUHUHOBOW 601e3HMN, OAHAKO MOJSIHOCTbLI JIMKBMAUPOBATb
CUMMNTOMbI HE yAaeTCs HMKOr4a, a YMeHbleHne TUuTpa X0a040BbIX
arr1lOTUHUHOB COXPaHAeTCa He AoNnbliue Mecsaua. Bo Bpema npoueaypbl
HeobxoAMMO NOCTOAHHO NOAOrpeBaTb U3BJIEYEHHYIO KPOBb, YTOObI
ns3bexkaTb arrnTUHaAUNUN 3PUTPOLUTOB. Y Takmx 60bHbIX Hapaay C
NPOTUBOIPUTPOLMTAPHBIMU BbISIBAAKOTCA aKTUBHbIE aHTUNNMMOOUNTAPHbIE
ayToaHTUTena, HanpasJieHHble NpoTMB T-NTMMEPOUUNTOB.

MHorga nnasmadepes coyeTtarT ¢ imMmdoumnTtadepesom.



MMMYHOrnobynmH 4yenoBe4vyecknm
nnsi BHYyTPUBEHHOIO BBEAEHUS

B oTnindymne ot nepBMYHON MMMYHHOM
TpoMbouuToneHmnn (80% 3 deKkT) nNpu
AUTA 230 PEKTUBHOCTb HUXKE;

0 DPdeKT coxpaHaeTcs He 6onblie 1 Mecsala
O6n1acTb NCMNOJIb30BaHUA OrpaHMYeHa:

¢ BbIHY>XXAEHHbIN ANNTEeNbHbIN NMpueM
KOPTUKOCTEPOMAOB C 4YaCTbIMU
6akTepmnanbHbIMU MHPEKLUAMN;

% Celcuc.




Kypca nyJjibc-Te

Anl [OPUTM JleveHus] AL A (.8 Liseracea y coaer 2018)

Npu BnepBble AMarHocTuposaHHou AUlrA nnm peunamsee 2
anMn MEeTUNNpPeAHN30JI0OHOM B f03e
500-1000 Mr B/B KanesibHO B TeueHue 3-X AHEeM C
MHTEepBaJZIOM 5-7 aHeM.

10, 5 Mr

a3aTtvuonpwuH 1-2mr/kr/nexHb, 6-MI1 ).

MOHUTOP! HOCTU reMONVSanynbe
tiynsc T PRRAR—
€CT | 3-4 kypca
Octpas Tepanus |
popma —— 2 Kypca —OTRE— peunam
AHUTA B
CnrieH3KTo
HEeT, e
NarT

ECcTb OoTBeT - ewle 3 - 4 Kypca C MHTepBana:~2 - 4 Hef.
Kypc 3aBepliaeTca npmemMom 20Mr npeaHM30/10Ha

HeT oTBeTa - cnneH3kTOoMUA ( C y4eTOM NpPoOrHosa
3P (hEeKTUBHOCTU yaJZIEHUSA CeJiIe3eHKN) NN npoBeaeHue

MMMYHOCYNpPEeCCMBHOMN Tepanuu (guknogpocg;amug,/

CAYH!



Anropuim gedeHns AVLA «2-3 JIMHINSA (.8 Liseraesa n coast. 2018)
nJeH3KToMusa ( C y4eToM NporHo3a
P PEKTUBHOCTU yaaNEeHNS cene3eHKn)

MYHOCYNPECCUBHOI Tepanud

Mynbc
Hyasc —FeRaRUa—
Octpast Tepanus ecTt (3-4 Kypea
popwra v y peunam
AUTA -
CnJieH3KTo
HEeT.

NaT

MA—

D

(umknodocdamua, asatnonpuH 1-2mr/kr, 6-
Ml He MmeHee 6 MeC)

NTyKCcumab
MOHUTOPUHI aKTUBHOCTU r€MOJIN3a

Pemuccum

Her
peMHUCCHH
(peuuauB)

PUTYKCUM
ab



AUTA. Kputepuun oTBeTa Ha neyeHue

CBoeBpeMeHHas anarHoctnka AUMA ¢ HenosHbIMK TEMNJIOBbIMU arrNiOTUHUHAMU
obecneumnmBaeT aAeKBaTHYK TAaKTUKY NIeYeHNs N BOCCTAHOBJIEHUE
reMaTosiIorMyecknx nokasarenenm yepes 3—5 Heaenb. MNpU3HaKM ynydweHuns
COCTOSIHUS 60NbHOro, HabnaAaTCS B TeYeHUe NepBon Heaenn nevyeHus,
NoBbilleHMe YPOBHSA reMorsiobnHa — Tos1bkKo 4Yepe3 7—10 gHen.

Kputepun peMMUCCHUM: nonHoe BoCCTaHOBNEHME NoKasaTeseil reMorpaMMbl
(ypoBeHb remornobuHa > 120 r/n, pons petukynountoB < 20%), ypOBHS HENPSMOro
6unnpybunHa un aktmsHocTn JIAI NpoAo/IKUTENBHOCTBIO HE MEeHee 2 MecsILEB.

Kputepumn YaCTUYHOMN PEeMMUNCCHMN. remornobuHa > 100 r/n, pons

PETUKYNOLNTOB MeHee ABYX HOPM, YPOBEHb HENPSAMOro 6unupybuHa 25 MKMob/n U HUXe
B TeYEHUE HEe MeHee 2 MecsLUeEB.

OTcyTCTBMe OTBE€Ta Ha TepanMui KOHCTaTUpPYIT NpU HE3HAYUTENbHOM
NONIOXNTENBHON AMHAMUKE UNN OTBETE Ha Tepanuio NpoAo/IKNTENBbHOCTbIO MeHee 1
Mecsaua.

Mpn 4OCTMXEHUN KITMHNYECKOW PpeMUCCUN HEODBXOAMMO eXeMeCAaYHOo onpeaensTb
nokasaTesim reMorpamMmMmbl, BKJOUAs KOJIMYECTBO PETUKYNOUUTOB YpOBEHb bunmpybuHa,
akTmBHOCTU JIIT 1 Npn BO3MOXHOCTU He3penble popMbl peTukynountoB (IRF), npamyio
npoby Kymbca — kaxable 3—6 MecsueB.



HacneacreBeHHas
MUKpochepoumTapHas
remMmoJimTuyeckKas aHemus



OnpepeneHue

o HacnepcrBeHHas MukpocdepouutTapHas
reMmoJimTuyeKkass aHeMumsa =
HacleaCTBEeHHbIN MUKpocdepoLmnTos
(HM) = 6one3Hb MMHKOBCKOIO-
Lllocddapa — ayTOCOMHO-AOMUHAHTHO
HacneayeMmoe 3abosieBaHne, cBA3aHHOE C
nedektom 6enkos MmeMbpaH 3pUTPOLIMTOB,

B pe3y/bTaTe 4yero B cejie3eHOYHOM
KPOBOTOKE OHU TePST YacCTb K/I€TOYHOWU
NOBEPXHOCTU, YTPaunBatoT CBOLO
NBOSIKOBOrHYTY0 POpPMY M MpeBpaLlatoTcs B
chepount (MMKpOCHepOLUT), UTO NPUBOAUT K
YKOPOYEHUIO MPOAOSIKXUTENBHOCTU UX XU3HU
N pa3pyLUEeHNI0 Makpodaramuy cefie3eHKu.




PacnpocTpaHeHHOCTb

2 bone3Hb WMPOKO pacnpocTpaHeHa B
pa3nyHbIX cTpaHax Eeponbl (1:2500-5000).
3HaunTeNIbHO peXxe BCTpeyaeTca B AnoHuun um
CTpaHaxX Apukw.

2 HacnepoBaHMe ayTOCOMHO-AOMMHaHTHOeE.
o B 6onblwmMHCTBE criy4yaeB Yy O4HOIo m3

poauTenen 60nbHOro pebeHka yanaertcs
06HapYXnNTb MUKPOCKHEPOLIUTOS.

o bone3Hb nHoraa y pebEHka npoTtekaer
TSXesio, a y oTua nnm MaTepu BbIIBASETCS
Wb NpU NPOCMOTPE Ma3Ka KPOBMU.




[TaToreHe3s HacneacTBeHHOIo
Mukpocdgepouuntosa (1)

0 B ocHoBe HapylwleHun nexuT gedekT
CTPYKTYpbl 6enkoB MeMbpaHbl 3pUTPOLINTOB,
HanboJsiee 4acTo - aHOMa/ MM CNEeKTpUHa "
aHKUpUHa.

o HM - He oaHO, @ HeCKosIbKO 3aboneBaHunmn,
NMMEIOLLNX CXOXYHO KITMHUKY.

o B oaHux cnydaax obHapy>XeH M3011MpoBaHHbIN
(mapumnanbHbIN) AedUUNT CNEeKTPUHa nnu
KOMBUMHMPOBAHHbLIN CNEKTPUHA U aHKUPUHA
(30-60% cnyyaeB), B Apyrux — aeduumnt benka
nonocobl 3 (15- 40%) nnun aedununt benka 4.2,
nnun obHapyxeHo HangueHme CBA3blBaHUA
CMeKTpuHa Cc apyrum 6enkoM memMbpaHhobl
3pUTpOUUTOB, 0603Ha4YaeMbIM Kak 4.1.



[TaToreHe3s HacneacTBeHHOro
MUkKpocdgepouuntosa (2)

+» W3MeHeHus B CTpyKType MeMbpaHHOro 6enka seayT
K MOBbILLUEHHOMN NPOHMNLAEMOCTN MeMbpaHbl
3PUTPOUNTOB, MACCUBHOMY MPOHNKHOBEHUIO Yepes
Heé BHYTPb KJIETKW MOHOB HATPUS, K NOBbILLEHHOMY
HaKOMJIEHUO B HEN BOAbl, HABYXaHUK 3pUTPOLUTOB
N GOpPMUPOBaAHNID UX Cchepnyeckon PopMbl.

¢ Cdepuueckana bopMa 3pUTPOLNTOB U
0CO6EeHHOCTU CTPYKTYpPbI 6enika HapyLwawT
CMOCOBHOCTb 3pUTPOLNTOB AEePOPMMNPOBATLCH B
Y3KMX ydacTKax KpoBOTOKa, HanpuMmep npu
nepexone U3 MeXCUHYCHbIX NMPOCTPAHCTB Ce/le3éHKN
B CUHYCbI, OTLUEN/IEHNI0 B Cefie3éHKe 4acCcTu Ux
NOBEPXHOCTU, YKOPOUYEHUIO NPOAOJIKUTENBHOCTUN UX
XXU3HU U pa3pylleHnto MakpodaraMy ceneséHku.



CeneseHo4yHoOe
KpoBoobOpalwieHue(1)

- Cene3eéHo4yHasa apTtepud pacnagaeTcs
Ha TpabeKkynspHble apTepumn,
KOTOpble NMpoxoasT yepes Tpabekynbl,
a 3aTeM B BMae LeHTpabHOWU
apTepumn BXoadaT B 6enyto nynbny.

o 3aTeM KpOBb BXOAUT B KPACHYIO
nynbny, Kotopad COCTOUT U3 CUHYCOB
— MPOAOJITOBATbIX KPOBEHOCHbLIX
COCYAOB M Y4aCTKOB, PacCrnoJIOXKeHHbIX
MeXay CMHYCaMU, TaK Ha3biBaeMbIX
cene3eHOYHbIX CBA30K




., Tpabekyna
Cene3eHk

benas nynbna

MectononoxeHue _ i
| TepUanbHaa rinbza
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ApTEPIM, NAYLLIME
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TpabekynapHas apTRRAE=S. " Bve -.7. KpacHaa nynbna
TaGe s ‘ '
- APTEpUR
HIKHAR NONaR BEHa
Aopra

CTpoeHue ceneseHKu



CeneseHo4yHoOe
KpoBOooOOpalieHue(2)

- bonblWwasa 4yacTtb KpoBU B HOpME npoxoauT
NO NYTUN «3aKpPbITOro KpoBoobpalleHnsa», a
onpeagesieHHad 4yacTtb NonaaaeT B
MEeXCUHYCHble NMPOCTPAaHCTBA, HO TaM He
3a4ep>XBaeTcA.

- Cene3eHoYHble MEXCUHYCHbIe
NPOCTPAaHCTBa U CBA3KWU MNepeceyeHsl
PETUKYTMHOBbLIMWU BOJIOKHaMu, rae
pacrnoJjiaratoTcd Makpodarwu,
y4yacTBYOLLME B CeKBeCcTpauunmn
3PUTPOLMTOB. B 3TUX y4yacTKaX KpoOBb
TeJYeT MeasieHHo.




Cene3seHoOYHOeE

KpoBooOpalieHue(3)

0 B MEXCMHYCHbIX NPOCTPAHCTBaX 3pUTPOLINTDI
noaBepratoTcs BO3AENCTBUIO psaa
HebnaronpuaTHbIX PAKTOPOB: 34e€Cb CHUXEHA
KOHLIeHTpauuns rnoKo3bl U X0NeCcTepuHa, UTo
crnocobcTByeT euwe 6onblueMy Ha6yxaHmo
apuTpoumnTa.llpm npoxoxaeHnn yepes y3Kyto
Le/ib TaKne 3puTpoLUUnUTbl HE MOTYT
nedopMmnpoBaThbCA.

2 HapyuweHune an1aCcTUYHOCTU KNETOK BEeAET K
3aMeASIEHHOMY NPOABMXEHUIO SPUTPOLIUTOB U
NX 3aCTO0 B Cene3EéHOoYHbIX cBsa3Kax.l[lponas
yepes y3Kylo Wenb, SpUTpoUnT TepSaeT 4YacTb
NOBEpPXHOCTU, OAHAKO He reMosIM3npyeTcA.
Kpas OﬁOpBaBLIJEVICFI 060/7104KN COeaUNHSIOTCH,
SPUTPOLNT CHOBA NMonagaeT B KPpOBEHOCHOoe
pycJio.



Cene3eHo4yHoe KpoBoobpaLleHmne
(4)

«» CnocobHOCTb 3pUTPOLIMTA COXPAHATBLCH,
HecMoTpsAa Ha AedeKT B 060/104UKe, - BEPOSATHO,
dbunsnonornyeckoe npucnocobneHune
(3puUTpOUUT TepsdaeT 94p0o, AeHaTypupoBaHHbIE
yacTuubl 6enka, rpaHybl XXenesa, He Tepss
yactn obosiouKkn).

+» [1pn HacneaCcTBEHHOM MUKpPOChepoOLUNTO3E
yTpaTa 4acTn 060/104KMN N MOBEPXHOCTU KIIETKMU
NPUBOAUT K MOCTENEHHOMY YMEHbLLUEHUIO
3pUTPOLIMTA B ANAMETpe




Cene3eHoyvyHoOe
KpoBooOpalieHune(d)

o [nsa pa3pyweHns HeobxoamMo, YToObl
SPUTPOLUT BHOBb MOMNasa B MEXCUHYCHOE
MPOCTPAHCTBO U ONATb MpOLWENn yepes
Y3KYIO Wesb B cCUHYyce. HeCKoNbKO Taknx
060pOTOB NPUBOAST 3PUTPOLUT K rmbenu.

2 B 6onblWMHCTBE ciy4yaeB apUTPOLMUTDI
NpoXoasaT APYIrMM NYTEM, MUHYS
MeXXCUHYCOBble MPOCTPAHCTBA, U
normbaroT NocCTeneHHo.

o Korga nameHeHus B CTpyKType 060J7104KN
3pUTpPOLIMTA AOCTUralOT onpeaeneHHoro
YPOBHS, OHM pa3pyLluatoTcsa Makpodaramm
Cene3eHkKMu.




KnuHunyeckasa KapTuHa

- Ype3Bbl4anHO BapuabesnbHa
o KnnHunuyeckue ¢popmMbi:

o 1.BecCMMNTOMHbIE —guisBnsOTCa cayyaiiHo y

340p0BbIX poanTenen 6onbHbIX AeTen NN y B3POC/blX 60MIbHbIX C
XKB;

o 2. Jlerkme — remonus NPOSABNAETCA TONIbKO BO BpPeEMS
MHpekunn, bepeMeHHOCTN, MHTEHCUBHON PU3NYECKON Harpyske

o 3. CpegHeTsaxenble (TUMNUYHbIE) — ymepeHHas
dHEMUA, YaCTO C Nnepmnoaa HOBOPOXAEHHOCTWN, XXENITYXa,
cnneHoMeranna, KIImMHn4YecKne npodBiaeHnd y oaHoro U3 npdambix
poACTBEHHWMKOB,

o 4. Taxenble (MeHee 5%) — tpancdysmorHo-
3aBUCUMbIE, 3aMeaNIEHNE pa3BUTUE pe6eH|<a, KOCTHbIE
AedopMaummn, annacTnyeckmne Kpusbl; CNaeHIKTOMUSA NNLLb
HaCTNYHO KOPPUTUPYET NrEMOJINS.



KnnHnyeckaa KapTuHa

o BHYTPUKNETOYHbIW pacnaj
SPUTPOLIMTOB::aHEMUS PaA3SINYHON
cTeneHun, COOTBETCTBYOLLME N3MEHEHUS
SPUTPOLNTOB, PETUKYOLUUTO3, XENTyXa,
yBe/imyeHmne ceneséHkun, CKIIOHHOCTb K
06pa3oBaHNIO KaMHEN B XeNYHOM
ny3bipe

o Hawmbonee Tsxénblie popMbl
3abosieBaHnNAa NposSABAAOTCS B
NoApOCTKOBOM nepuoae uin y
B3pPOC/blIX, Y AeTen UX HaXo4AT npwu
obcnenoBaHMM ceMbn poaunTeneu




KnnHmnyeckaa KapTuHa
MUKpocdepoLunTosa

o Ecnun 6one3Hb C geTcTBa MMeeT
TSHKENble KJIMHUYeCKue nposiBieHus,
TO ObIBAOT U3MEHEHUS CKeneTa:
6alleHHbIN KBaApaTHbIN Yepen,
MUKpPOMdTaIbMns, BbICOKOE HEDO,

M3MEeHeHne pacnoJsioXkeHmnsa 3y60s.,
KOPOTKME MU3UHLbI

0 DTU U3MeHeHnsa 6bIBatoT U Npu
APYTNUX reMoNIMTUYECKNX aHEMUAX




KnnHnyeckaa KapTuHa
MUKpOCdepoLIMTO3a

+» XapaKTepHbIN NMPpU3HaK — CJieHOMeraJus.

+ [leyeHb y 6onbWIMHCTBA 60/bHLIX 6e3
OCJIOXXHEHUWN He yBen4yeHa.

+» OcnoxHeHnqa: kKaMHeobpasoBaHMe B XXeJTYHOM
ny3blpe M Xen4yeBblBOAAWMNX NYTAX AAlOT
6onun B npaBoM nogpebepsbe.

+» KaMHu yawe bunmpybuHoBble, HO MOTryT 6bITb
N CMellaHHble, C coaepXaHMeM XonecTepuHa.

+» Pegkoe ocnoxHeHme — Tpodpunyeckmne A3Bbl
FOJIEHU.




KapTnHa KpoBW
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AHEeMUNS pa3IMYHON CTerneHu
BbIPa)XXEHHOCTU, Yalle Hebosbluag
(Hb 90-100 r/n), B nepuoa Kpun3a
cHuxaetcsa 0o 40 — 50 r/n,
ocobeHHO y aerten.

[eMosinTnyeckme Kpusbl (BNIOTb A0
anaacTnyecknx Kpmn3oB) 4valle BcCero
NPOBOLMPYIOTCA MHPEKLMEN —
napBaBupycaMmu.



KapTnHa KpoBwu

Mopdosnorna 3apuMTpoUNTOB:
MUKpocdepoLumTbl — OCHOBHbIE
Mapkepbl 3aboneBaHus.

CKJIOHHOCTb K wapoobpa3Houn popme
YMeHblleHne anameTtpa (MeHee 7,0 MKM)

YBennyeHune tTonwmHbl ao 2,5-3,0 MKM (B
HopMme 1,9-2,1 MKM)
OTCcyTCTBME UEeHTpa/ibHOro

npoceeTnieHns (B TOHKOM MecTe Ma3Ka
KpOBW)



KapTnHa KpoBwu

» CpegHunn anameTp sputpoumnTa 006bIYHO
yMeHblleH (MeHee 7MKM), Npn NErkmx
dopMax OH MOXeT 6bITb Cnerka Hmxe
HOPMbl UNN AaXe HOPMalbHbIW.

+» COOTHOWeHWe aAnamMeTpa U TONLWMHBbI NpU
HM 3HaunTENIbHO MeHblLle HOPMaJlbHbIX
Befin4ynH (B HopMe 3,4-3,9).

+ MCH B HopMe, MCV — HUXHA4 rpaHunua
HOpPMbI (MOBbILWIEHO NPUN HeaoCcTaTke
donatoB nnu petunkynoumtose), RDW -
yBenndyeH, MCHC - noBbILIEHO

+« Konnyectso TpoM6OLUUNTOB N NENKOLMTOB B
HOpMe, OZIHAKO MPpU Kpu3ax HabnwaaeTcs
NENKOLUNTO3 C HEUTPOPUIbHBLIM COBUIOM.




KapTnHa KpoBwu
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Coaep>kaHue peTuKynounToB pas/iMyHoO, B
3aBUCUMOCTU OT BbIpa>XeHHOCTM 3aboneBaHuns u
06bI4HO He npesbiwaeT 100%eo. lNocne
reMOJIMTUYECKOIro Kpm3a UX KOJIMYECTBO MOXET
nosbicUTbCS A0 500-600%o0 (04eHb peako).

B nepnog Kpmn3a B KpoBU MOryT 6bITb €ANHUYHbIE
3PUTPOKAPUOLNTDI.

Ecnn y 60/1bHbIX Bblpa>XeHHble NMPpU3Hakn remosmnsa,
TO Y HUX 60/IbLUMHCTBO 3PpUTPOLUTOB —
MUKpOoCdHepoLUnTHI.

CnenyeTt NOMHUTbL, YTO MUKpPOCHepouUnTos3
HecneundpuyeH ana HM, Tak Kak 4yacTto BCTpe4vaeTcs
npn AUT'A, nHorga nNpuv AN33pUTPONOITUYECKUX
aHeMusax.



OcmoTnyeckasi pe3NCTEHTHOCTb
SPUTPOLINTOB

0 MNpn HM xapaKTepHO CHUXXeHue
OCMOTUYECKOWN PE3NCTEHTHOCTMU
spuTtpoumnToB. NHoraa yxe B 0,75%
pactBope NaCl remonunsunpyetca 7-10%
SPUTPOLIMTOB.

0 Y psana 60bHbIX OCMOTUYECKAsA Pe3UCTEHTHOCTb HE
n3MeHeHa.B Takmx cnydasax nccneayrot
OCMOTUYECKYO PE3UCTEHTHOCTb NOC/IE CYyTOYHOM
NHKYBaLUN 3PUTPOLIMTOB B CTEPUSIbHBIX YCITOBUSX.

1 B HOpMe nmocne cyTo4yHOM MHKYy6auuun sapuTpoUUnTI
CTAQHOBSATCS CJ/ierka MeHee pe3nuCTEHTHbI K
M3MEHEeHUI0 ocMoTmn4eckoro gasneHuda.lpn HM

BbIABAETCHA NMOBbILUEHHAA XPYNKOCTb 3pUTPOLNTOB.



KapTnHa KpoBwu

o Ana HM xapakTtepeH CrnoHTaHHbIN
NN3NC 3PUTPOLUTOB Nocne

ABYXCYTOYHOUN MHKYb6auUnKN. B HopmMe
pa3pylwaertca 0,4-4,5 % sputpoumnToB
yepe3 48 yacos, a npyn HM - 30-40 %
SPUTPOLIMTOB

o lNpunbaeneHune rnoko3bl (Dacie, 1954 r.) K
3pUTPOLMTAM NPENATCTBYET
ayToremosimly. B HopMme ayToremMosim3 noa
BNNAHUNEM TNHOKO3bl CHUXaeTcd A0
0,03-0,4 %, a npy HM - oo 10 %.

2 HdaHHble TeCTbl MO/0XUTENbHbI TAKXe Mpw
AUT'A, npn HacneacTtBeHHbIX

dhepMeHTOAEDULUNTHBIX reMOJINTUYECKNX
aHeMUsX.




KnucnotHaga aputporpamma

o Ha KncnoTHoOM aputporpamMmme
OoTMe4yaeTcd pe3Koe yalnMHeHune
remMonmn3a, cMeleHne ero
MakKCMMyMa BNpaBo. [1pn 3TOM
MaKCMMyM He npesBbiwaeT 10 %.

o OTMbIBaHME 3pUTPOLIMTOB OT MJ1a3Mbl
3HAYUTESIbHO YCKOPAET remosmns. 3TOoT
(peHOMeH CBOMNCTBEHEH Tonbko HM (A.
N. Bopobbés, M.[l. BpunnuaHT).
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Puc. 10. MukpodoTtorpacdumna maska KpoBu npu HacrnegcTBeHHOM

Mukpocodepountose. MukpoaHmsouuTos aputTpounToB, chepounTbl U

Mukpocoepoumntbl (1).



KapTnHa KOCTHOro mMoara

PasapaXeHune KpaCcHOro pocTka.
cooTHoweHue Jlenk : 2p.= 1:1 (B Hopme 3:
1). MMpn HM n apyrmx reMonntTnyeckmnx
aHEMUAX KONMMYECTBO KPACHbIX AAepPHbIX
3/1EMEHTOB MOXET NnpeBbillaTb KOMNYECTBO
6enbiX.

NHTEHCUBHOCTb 3pUTPONO33a BO3pPAaCTaET B
10-15 pas.

Macca KOCTHOIro Mo3ra pe3ko yBe/in4deHa.
KonnyecTtBo XXMpa B TpenaHaTe YMEeHbLEeHO.

NHoraga nocne reMoNMTUYECKOro Kpm3sa
NOSABMAAOTCH eANHNYHble MeranobnacTbl
(6bICTpbIN pacxon posmeBon KNCSIOThI).



JTabopaTtopHasi AgmarHocTuka

o CopepxaHune bunupybmHa BHe KpuU30B
Kosiebnercss oT HopMasnbHbIX LUDP A0
57-78 MKMOb/N, B nepuoa Kpu3a pe3Kko
BO3pacTaerT.

o [mnepbunmnpybnHemmnsa cesi3aHa He TONbKO C
MHTEHCUBHOCTbIO NreM0OJIN3a, HO N CO
CKOpPOCTbIO 06pazoBaHnsa 6UINPYOUH-
ANTNKypoHuaa ns ceoboagHoro ounmpybmnHa
B renatouuTtax. Npn HopManbHON YHKLNN
neyeHm n HeboObLIOM reMosin3e coaepxaHme
6unmnpybmnHa MoxeT 6biTb B HOPME.




JTabopaTtopHasi AgmarHocTuka

o YpobunnmH B Mo4ye MOXeET 6bITb
noBbliWeH. Y psaa 60nbHbIX C
HOPMa/ibHOU PYHKLMNEN NEeYeHU
YDPOOUNNHYPUS OTCYTCTBYET.

o [poba Kymbca (npsmasn)

oTpuuaTtenbHad. MoxeT 6bITb
NOJIOXKNTENbHOW Npu codeTaHnm HM u

AUTA.




BO3HVMKHOBEHWE annacTUYECKNX KPN30B

o AnjslacTnyeckume Kpumsbl pegko
ornuncaHbl y 60nbHbIX ¢ HM.

o Kpu3bl yalle BO3HUKAIOT Ccpa3y VY
HEeCKO/IbKUX Y/1eHOB CEMbMU,

NOpa>EHHbIX MUKPOCHEPOLUTO30M.
o OcTaeTca cnopHbIM BOMNpPOC O

MexXaHn3Me BO34enCTBUS
napBaBMpPYyCOB.




OnddepeHumnanbHasa gnarHocTmka

o XPOHMYECKUN renaTtmuT n UUppo3 NeyeHu.
Bo Bcex cnydasiX XenTtyxu C yBelIn4YeHnem
cene3éHkn HeobxoanMo TaTeslbHoe
obcnepoBaHmne Ha MMKpochepoLUnNTO3.

o AUTA

o HacneacrBeHHas AN33pUTPONO3TUYECKAS
aHeEMUS

o Y 6onbHoOro c HM tpyagHo
ANArHOCTUpPOBaATb OCTPbI BUPYCHbIN
renaTtunT, o6Typaunto, o6yCcnoBneHHYIO
XenyHoKaMeHHON 60s1e3HbIo.




JleueHMe HacneacTBEeHHOro
MUKpocdepoLunTosa

o OCHOBHOW METOA — CNJIEHAKTOMMUAL.
lMMoka3zaHusA:

o NoCTosHHAs UM BO3HMKAKOLWAA B
BUAE KPpM30B aHEMMUS

o 3HauyuTenbHas
rmunepbunmnpybmnHemmnsa, naxe 6e3s
aHeMunm

o [losaBneHne 605 B NpaBoOM
noapebepbe

o OTcTaBaHWe B pa3BUTUN Y AeTeN




JleueHMe HacneacTBEeHHOro
MUKpocdepoLunTosa

o CnneH3KTOMUSA He noKa3aHa y nuy, C
NOJIHOWN KOMMEHCAUuMNen remosinaa,
BbIABIAEMON JiNLLb NPUCEMENHOM
obcnenoBaHun.

o be3 cepbE3HblX NOKa3aHUWN Heslb34
onepupoBaTb aeten mosioxxe 10 ner.

o llocne cnneHaKTOMUKU
HOopMasinlyeTca obllee COCTossHME U
YPOBEHb reMornobmHa. YpoBeHb
6unmnpybmnHa n cogepxaHue
DETUKYMNOLMNTOB 3HAUYUTENBHO
CHWU>XaloTCA.




JleueHMe HacneacTBEeHHOro
MUKpocdepoLunTosa

O

O

[Nocne onepaunn MmoryTt 6bITb TPOMbH0O3bI
NErOYHbIX N Me3eHTepUuasbHbIX COCYOO0B.

Ecnu nocne onepaunn TpoMbouUThI
nosbiwatTca 6onee 700-800 x10*9/n, TO
Ha3Ha4YalTCs Ae3arperaHTbl: KYPaHTU/I
0,05 x 3 pasa B aeHb, renapuH 5000 Ea
N/K XXUBOTaA 2 pa3a B CYTKMW.

CTteneHb cepoumnTo3a nocne
CMJIEHIKTOMUM YMeHbluaeTcs. icuesatoT
Hanbonee Menkne GopMbl
MUKPOCKHEPOLINTOB.



JleueHMe HacneacTBEeHHOro
MUKpocdepoLunTosa

o [Mpn nogo3peHnn Ha Hanndme
KaMHEeN N XeN4YHOU KOJInKe —
X0JIeUNCTIKTOMUSA, coYeTaeMas Co
CMEeHIKTOMUEMN.

o Y 6epeMeHHbIX CO CMOKONHbIM
TeyeHnem HM n ymepeHHoOU
aHeMmnen bepeMeHHOCTb MOXHO
COXpaHUTb N He npuberaTtb K
KecapeBy ceyeHuto. [lanee no
NOKAa3aHUSM BbIMOMAHIOT
CMAEH3KTOMMUIO.




JleueHMe HacneacTBEeHHOro
MUKpocdepoLunTosa

TpaHCcdhy3nKM NO XKXNU3HEHHbIM NMokKa3aHusaMm (nNpu
reMo/INTUYECKUX U aniacTUYecKmnx Kpmsax).

[HOKOKOPTUKOUAbLI — NPU anacTUYEeCcKmx
Kpu3ax.

[yoneHanbHoe 30HANPOBaHue,
CNa3MoNINTUKKN, crnabutenbHblie cpeacTtea Npu
6onax B npaBoM noapebepbe.

KypopTHOE nedyeHne ans npenoTBpalleHuns
OTJIOXKEHNA KaMHEN B XeNYHOM Ny3blpe U
XXenueBbIBOAALWMX MYTAX.

[TpOrHo3: Xopowumn npmn cBoeBpeMeHHOM
CM/1EH3KTOMUMN,




HacnegcTtBeHHbIU 2NnMMNToUunTO3
(oBanouunTo3)

+» OBanouUMTO3 — aYyTOCOMHO-AOMUHAHTHO
HaclleayeMmass aHoManunsa 3puUTpoLnTOB,
CBsI3aHHAa4a C HapylleHneM CTPYKTYpbl
6enkoB MeMbpaHbl 3pUTPOLINTOB.

«» OBanouunTbl B HOpMe 0bHapy>XXMBAlOTCH
Yy NTUU, penTuann, BepbatoaoB 1 JiaM.

+ Y 340pOBbIX Nt0AeN coaep>XaHue
oBasiountToB MoxeT agocturatb 10%.
<« Y 60/1bHbIX HAcNeaACTBEeHHbIM

OBa/IOLUTO30M OHU COCTaABNAIOT
25-75%.




oTnonartoredHes HO

+ YacToTa reHa B nonynsaunm cocrtaBigeT
0,02-0,04%, T.e. 3abonieBaHune
BCTpeYyaeTcsd TakK Xe 4yacTto, KakK un HM,
OAHAKO AMArHOCTUPYETCH pexe,
MOCKOJIbKY Y 3HAaUUTENBbHOIO YMCsa
HOCUTEeNen aHoMaJIMn HET KIUMHUYECKNX
NposiBJIEHUN.

[eH 3NAMNTouMTO3a cuensieéH C reHamMmm
CUCTEMbI pe3ycC.
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oTrnonaTtoreHes

o [Mpn 6eccMMnTOMHOMN aHOMaNNN
HapylleHns B 6enKoBOM cocTaBe meMbpaH
SPUTPOLMNTOB OTCYTCTBOBAJN.

o MMpwn anannToBNAHON @aHEMUUN Ha
aeKTpodoperpamme He 6bIJTI0 HECKOJTbKUX
dpakymmn, oTHoCALWMXCA K 6Benkam
MeMbpaH 3pnTpoLUUNTOB.

o MoxeT 6bITb CHUXeHne benka 4.1 nnu
HapylleHne obpa3oBaHusa TeTpaMepa
benka cnekTpuHa.

o [eMmonntTnyeckaa aHeMnda NpoaBIdeTCH
npm roMO3NrOTHOM N TETEPO3UTOTHOM
HOCUTEJIbCTBE INeHa.




KnnHuka

o B 60onblUMHCTBE C/ly4YaeB OTCYTCTBYET.

o DNAUATOLUMTbI CNyYanMHO HaxoAsAT Npwu
nccreaoBaHMM aHaIn30B KPOBM.

o Camoe TwaTtenbHoe obcnegaBaHMe 3TUX
NOOoen He NoKa3biBaeT HUKAKUX
NPU3HAaKOB MNOBbILWIEHHOr0 reMoamn3a.

o KnnHunyeckume npusHaku
ANNNUNTOUUTAPHON MreMOINTUYECKOW
aHEMUUN He OTNINYaKTCA OT KIIMHUKN HM
(cnneHoMeranns, aHeMus pasindyHoOU
CTeneHu BbIpa>XeHHOCTU, pasapa>keHue
KpPaCHOIMo pocTKa KOCTHOIMo Mo3ra,
DETUKYJIOLUNTO3, rmnepbunmnpybmnHemuns).




KnnHunka HO

Mopdosiorns apuTpoLMTOB NMO3BOJISET
NOCTaBUTb AMArHo3, oAHaKo, HepeaKo C
oBanouUMTaMM O0BHapPy>XMBAKTCA U
MUKPOCHEPOLNTbI, MONKNIOLUNTO3.

[TOHMXXeHa ocMoTnYecKas
PEe3NCTEeHTHOCTb, MOBbIWEH ayToreMonums
SPUTPOLUNTOB, KOPPUrnpyembiu
rJIFOKO30MW.

BcTpeyaeTca codyeTaHune 3nNToUNTO3a
C ApyrmmMmn doopMaMum HacneacTBeHHOW
aHeMUN — cepnoBUAHO-K/IE€TOYHOMU,
Tajlaccemmen.



Puc. 7. MukpodoTtorpacumsa maska KpoBu npu HacreacTBeHHOM
oBanouuTose (BblpaXeHHbIN MOMKUIOLUTO3, OBANoLMTO3 3PUTPOLIUTOB
(1)). NMoka3aH cermeHTOAAAEPHBLIN HEUTPOGUN (2).



OndpdpepeHymnanbHasa gnarHoctuka v
neyeHuve
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C cmMnTOMATUYECKUM
SNNNNTOLUUTO30M MNpwU
cybnemkeMmyeckom mmesnose.

C B,,-AepnumtHON aHEMUEN.

JleyeHune He TpebyeTca npwu
aHoManunu.

[lpn anannTounTapHOU
reMoJIMTUYECKON aHEMUU
3P PeKTUBHA CIMJIEHIKTOMUA.



HacnencTtBeHHbIM CTOMATOLUNTO3

o AYTOCOMHO-AOMWUHAHTHO
HaclleayeMass aHoManus nnu rpynna
aHOMann 3pUTPOLUTOB, CBA3AHHbIX
Cc nedektoM benkoB MeMbpaHbl
SPUTPOLUTOB, COMPOBOXAAOLNXCS
Y 4acCTuU HOCUTeSien reMoIMTUYECKOn
aHEMUU C NMpPpU3HAKaAMU
BHYTPUKJIETOYHOIO reMosin3a c
npenMyLlecTBeHHbIM pa3pyLlieHnem
3PUTPOLUTOB CENE3EHKON U
XapakKkTepHou (OpMOUN SPUTPOLINTOB.




HacnencTtBeHHbIM CTOMATOLUNTO3

o HeokpalleHHbIX Yy4acCTOK B LleHTpe
3PUTPOLINTA, OrpaHUYEHHbIN ABYMS
M30MHYTbIMU TMHUSAMMU,
COeAMHEHHbIMKU NO BbokaM,
HeCKOJIbKO HanoMmHas opMy pTa u
NO3TOMY TakKue KJIeTKN Ha3Bau
ctomatoumntamm (Lock c coasT., 1961

r.)




[laTOreHe3 HacneacTBeHHOro
cTomMaTouunTosa

1 HapyweHne KoH®OopMaLUuMUOHHOW
CTPYKTYPbl HEKOTOPbIX 6e/1KO0B
MeMbpaHbl NPpUBOAUT K MOBbILLUEHUIO
ee NpoHMuaemMocTn angd MOHOB Kanug
N HATpUA.

1 NaccnBHOE NPOHUKHOBEHME HATPUS
yBenmnumeaetca B 50 pa3, BbIXxoa
Kanuda — nulb B 5 pas.

1 Bo3aMOXHO, CTOMaTOLIMTO3
obbegnHsaeT Hecko/1bKo 3abosieBaHNM
(Ho30/10rM4YecKkmnx opm).



KInnMHuKa HacneacTtBeHHOro
cToMaTouunTo3a
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AHOMannsa He Aaét y 60NbLUMHCTBA
HOoCUTenen KNNMHNYeCKnxX nposiBJieHUN.

[1pn pa3BUTUN reMOTINTUYECKOUN
aHEMNN KJIIMHUKA CXO0AHA C KJIMHNKOW
HM.

[emornobuH napgaet ao 80-100 r/n, a
Nnpn Kpuse pe3ko yMeHbllaeTca Ao 50
/71 N NOBbILWLIAETCSA YPOBEHb
6unmnpybunHa.

MMeeTcsa CKJTIOHHOCTb K 06pa3oBaHuto
KaMHeW.



[lnarHocTMkKa HacneacTBeHHOro
cTomMaTouunTosa

O6Hapy>xeHne CToMaToLNTOB B
Ma3Ke KpoBM B TOHKOM MECTE.

Ma3Kkun nccneayroT NOBTOPHO AN
n3bexaHmsa owmnbKu.

ccnepyloT coaepXkaHue B
PUTPOLUUTAX Kanga n HaTpus.



JleueHMe HacneacTBEeHHOro
cTomMmaTounTo3a
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He TpebyeTcs, ecqin cToMaToumnTO3
BbISIBJISETCS KaK 6eCccCMMNTOMHOE
HOCUTENbCTBO.

[Tpn TAXKEnbIX Kpnsax, cnydadax c
NOCTOAHHO HU3KNM YPOBHEM remMoriobumnHa,
Bblpa>XeHHOW XXeNnTyXe, CKJIOHHOCTU K
obpa3oBaHUIO KaMHEW — CMNJIEHIKTOMUS.

CocTosiHMe 60MbHbIX MOC/E CMJIEHIKTOMUN
ynydwaercs, Y 601blUMHCTBA NMOBbILLAETCS
ypOBeHb reMornobmnHa, ogHaKo Npu3Haku
NOBbILLEHHONO reMosin3a OCTaloTCA.
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