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IHoudaTHe reMoJIUTHYECKON AaHEMUH

['eMoIMTHUECKME aHEMHUHU —TPYIIa
3a00JICBaHUH, PA3IUYAIOIIUXCS O
S3THOJIOTHH, ITAaTOr€HE3Y, KIMHUYECKOU
KapTUHE U JICYCHUIO JAaHHOMN
IIaTOJIOT .

B ocHOBe nmarorenesa,
00BEMUHSIOIIETO ITH 3a00JIEBAHUS B
OJIHY T'PYIITY, JIC)KUT ITOBBIIICHHBIN
TEMOJIN3.




I1o MecTy paspylieHUs 3PUTPOIUTOB I'eMOJIN3

pa3aeasiioT Ha:

BH/JI I'eMOJIM3a MeCTO pa3pylueHus NPU3HAKH
IPUTPOLUTOB
BHYTPUKJIETOUYHBIN MaKpO(barH CCJIC3CHKU CINICHOMCT aJINA
reaToOMeTaIns
‘?ﬁ\.r ? . . ) TUIIepOMITMPYOUHEMMUS
BHYTpI/ICOCyI[HCTLIﬁ COCYIUCTOE PYCIIO TeMOTJIIOOMHEMUS
. reMOITIOOMHYpHUS
\JYO &Q O T'eMOCHJICPUHYPHS
/O /,ﬁ O ~| MeTreMorIIoOuHEMUS
JBC- cunnpom
CMeEIIaHHbBIN Makpodaru cene3eHKH, COYCTaHHUE MMPU3HAKOB

COCYAMCTOE PyCIIO

BHYTPHUOPTAHHOTO U
BHYTPHCOCYIUCTOTO
reMOJIn3a




IHonsaTue anemuun MunkoBckoro-lloddapa

Anemus MunkoBckoro - [lloddapa — HacneacTBEHHOE
3a0051€BaHNE, 00YCIOBICHHOE 1€()DEKTOM OEIIKOB MEMOpPaHBI
SPUTPOLUTOB U TPAHCHOPMAIIMEH SPUTPOLIUTOB B
MHUKPOC(EPOIUTHI, C TOCICAYIOIIUM UX Pa3pylICHUEM
Makpodaramu cejIe3eHKHU.

Hacnenyercst ayrocoMHO-TOMHUHAHTHO (25% COCTaBISIIOT
CIIOpaJMYECKHE CIy4au, CBI3aHHbBIEC C MyTallleii TeHa)
Yactora - 2,2 Ha 10 000 merckoro HacejleHUs

Na+

-9

SpHUTP OLIUT C

nedexToM benkor

T Cep ot Pazpyiuesnpni
ceporT



INMUIEMUOJIOTrus 32001¢BAHUSA

bone3Hs mupoko pacnpocrpaneHa B EBporie, B MEHbIIEN
CTENEHU — Ha A(DpPUKAHCKOM KOHTHHEHTE, B SAMMOHUM 1
IPYTUX CTpaHax, HEPEIKO BCTPEUACTCS B HAIIIEW CTPaHE.
[IposiBisieTcst B 1F000M BO3pacTe, Yallle B JETCKOM U
IIOAPOCTKOBOM, BCTPEUYAECTCS Y OJU3KUX POJICTBEHHUKOB
OOJILHOTO.

Cy1iecTByeT 0€CCUMITOMHOE HOCUTEILCTBO I'eHa
MMKPOC(HEPOLIUTO3A.




IlaTrorene3 anemuun MunkoBckoro-lloddapa

reHeTH4eCKU 00yCJI0BJIEHHASI AHOMAJIMS CTPYKTYPbI MEMOpPaHbI
IPUTPOIUTA

%

HApYUIIeHHE MPOHUIIAEMOCTH MeMOPaHbI JPUTPOLIUTA, OCTYIJICHHE B
KJeTKY HoHOB Na 1 BoabI

MOTEPSA MEXAaHUYECKOH U OCMOTHYECKOM Pe3UCTEHTHOCTH IPUTPOIMTA

N

pa3pyllieHue IPUTPOIUTA MaKpodaramu cejie3eHKU- BHYTPUKJIETOYHBIH
reMoJin3

N

AHEMMHUI, KCJITYyXAa, CILVICHOMCI AJINS




Craagum TeueHHusd 3200J1eBaHUSA

OeccumnmomHas

/ HeT KIIMHIYECKUX MPU3HAKOB T'€MOJIN3a;
JIarHO03 Ha OCHOBAaHWH POAOCIOBHOM,
CIIy4alHO MPH J1a00PATOPHOM OOCIIEIOBAHUM; Y

~

-

maaoicesian

— ( N\ N\ )

cpeoHemascenan }—"
N\

\_OOJIBbHBIX C KETYEKaMEHHOMN 00JIE3HBIO. Y,
IPHU3HAKY F€MOJIN3a TOJIBKO IIPU
1ecKas MH(DEKIIMOHHOM 3a00JIEBAaHNUM, IOBBIIIICHHON
(HU3nYeCKON Harpy3Ke.
\
XPOHUUYECKOE PEIUINBHUPYIOIIEE TCUCHUE, C
epHOJIaMy PEMUCCUN U T€MOJTUTUYECKUMU
KpHU3aMU, KaK MpaBUiio, Ha (POHE MH(EKIIHUH. )

JacThIC TSKEJIbIE KpU3bl (T€MOJIUTHYCCKUE U
arJIaCTUYECKUE), OCIIOKHEHMSI, OTCTABaHUE B
(bU3UIECKOM U TICHXOMOTOPHOM Pa3BUTHH.




KiMHH4YecKass KapTUHA

Knnanka xapakTepusyercs Tpuagoil CHMIITOMOB:
% JKeNTyXa,
< aHemus,
** CILJIEHOMETraIusl.

» AnHeMmmus CpeIHEH CTEIICHU SIBISACTCS ITOCTOSHHBIM CHMIITTOMOM IIPH
TSDKEJIOM T€USHHMH 3a00eBaHus. B mepuoa reMoIuTHIeCKOTro Kpru3a OHa
CTAHOBHTCS 0cOOeHHO BeIpaxkeHHou (Hb 58 - 70 r/xn).

» YacTbIM CHMIITOMOM SIBJISICTCS KEITyXa, CBI3aHHAS C YBEINUYCHHEM
CoJIep>KaHUsI HEMPSIMOTO OWJIMPYOHHA B KPOBH.

» Pasmepsl cene3eHKH BapbUPYIOT B ITUPOKUX MPEACIax, YTO 3aBUCUT OT
MHTEHCUBHOCTH T'€MOJIM3a U JNIMTEILHOCTH 3a00JICBaHMUSI.

» XapaKTepHbI BPOXKICHHBIC aHOMAIUN KOCTHON CHUCTEMBI (OalIeHHbIN
4yeperl, BBICOKOE TOTUYECKOE HE0O, y3KHE 1€(DOPMUPOBAHHBIEC 3yOHbBIE
TYTH, HUPOKast NEPEHOCHIIA, HENPABHILHOE OKOCTEHEHHE IIBOB
OCHOBAaHMS Yeperna, CEAI0BUIHBIA HOC U JIp.).

» 3ajepkka PU3HIECKOro pa3BUTHS, TUIIOTCHUTAIN3M.

» Jluxopaaka (B mepuoj Kpusa).

o



KIMHNKAa reMOJMTHYECKOr0 Kpu3a

MOBBIIICHUE TEMIIEpaTyphl TEJa,
HapacTaHUE MHTEHCUBHOCTH KEITYXH,
MOTEPS aNMETUTa, MOXKET OBITh PBOTA, |
00JIK B JIEBOM IOAPEOEPHE pACIIMPAIOIIETO XapaKTepa,
0oJIM B MBIIIIIAX, CyCTaBax, i
CHIDKEHHUE YPOBHS IreéMOITIOOHHA,

MOBBIIIICHUE YPOBHS OMIMPYOHHA 3a CUET HEHPSIMOTO.

YVVVVVVYVYY

Oci0kHeHu

KEeTYeKaMEHHas 00J1€3Hb, KAJIbKYJIE€3HbIA XOJICIIUCTHUT;

BTOPUYHBIN T€MOXPOMAaTO3 (LIMPPO3 MEUCHHU, KapAUOMHUOTIATHS,

CaxapHbI 11a0eT),

anjaacTUYECKUN KpU3, BBI3BAHHBIM MH(PUIIMPOBaHHUEM napBoBUpycoM B19.



Bpo:xxaeHHbIM MUKPOChepouuTos




JIlnarnocruka

ITapamerp XapaKTepucTuKa

OOIIMI1 aHAJIN3 KPOBU anemusi, yMmeHblieHne MCV,
noseiienne MCHC, RDW, petukynonuTos,
Haanare ceponutos ( >10%).

OMoOXuMUS MOBBIIIICHNE OMJIMPYOMHA 3a CUET HEMPSIMOM
bpakiuu, JIII, cbIBOPOTOYHOIO Kele3a.

APUTPOITUTOMETPHS CPEIHUN JUAMETP IPUTPOILIUTOB CHUKEH,
YBEIIMYEH CPEPUUECCKUN UHAEKC, KpUBAs
[Iparic-/[>)k0HCa CABUHYTA BJIEBO.

OCMOTHYECKAs] PE3UCTEHTHOCTh | CHAXKEHA
SPUTPOLIUTOB

npooa Kymobca OTpHULIATEIbHAS




Ma3ku nepugepuiecKor KpoBH
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»

Mas3zox kpoeu 60n1bHO20 Mas3zox kpoeu 300p06020
MUKpOChepoyumo3om nayuenma



JleueHHe HACJIEACTBEHHOI0 MUKpOcheponuTo3a

Jueta (cton Ne 5 nio I1eB3nHepy).
Pexxum qHs (orpaHuyYeHuEe PU3NYECKON HArpy3KH).
[IpodunakTrika HHOEKITUOHHBIX 3a00JICBAHUM.

BHe xkpu3a:

v BUTaMHHOTEPAIIHS;
v’ TemarompOTEeKTOPEI;
v’ (uroreparmusl.

I'eMoIUTHYECKUM KPU3:

v’ JI€3MHTOKCHUKAIIMOHHAS Tepamusl.

v’ KOPPEKIIUsS BOTHO-3JICKTPOIUTHOIO OaaHca.

v CUMIITOMaTHUYECKAas TEPAaIThs.

v 3aMecTUTeNbHAs TPaHC(Y3UsS IPUTPOILUTAPHON MACCHI OUUIICHHOM
OT IpUMECH JieHKoMTOB Ipu HB Hike 70 /.

v’ (onmeBas kucmora 1Mr/cyT.

[Ipn apereHepaTopHOM KpH3e NOKa3aHbl KOPTUKOCTEPOU bl KOPOTKUM
KypcoM B go3e 1—1,5 mr/kr




JledeHune HACJIEACTBEHHOT0 MUKpOocheponuTo3a

Xupyprudeckoe:

CIUIEH3KTOMHST - OCHOBHOM METOJ] ITATOTCHETUYECKOW TEPAInH.

IHoxa3zaHud K CINICHAIKTOMUM .

U tsoxenas popma — B Bo3pacte HE paHee 3 JeT;

U cpenne-Tsoxemas opma — B Bo3pacTe 6-12 jeT;

1 nerkas popma — sxeruekaMmeHHas 00IE€3Hb, PU OTHOMOMEHTHOM
BBITIOJIHEHUM CIJICHOKTOMUH U XOJIEIIUCTIKTOMUHM, B JTFOOOM
BO3pacTe crapiie 6 JIET; BEICOKasi OMInpyOuHEMUsl 1
PETUKYJIOLMUTO3 TPHA OTCYTCTBUM AHEMUH, B BO3PACTE CTApIIE 6 JIET
(U1 TIpEIOTBPAILICHUS PA3BUTHS KEITUCKAMEHHON OOJIE3HN);

O curapom runepcrieHn3Ma.

NB! Ilepen nposenenmem oneparuBHOTO NedeHNs HEOOXOAUMO BAKITMHAPOBATH
OOJIBHOTO TPOTUB MEHUHTOKOKKOBOM W ITHEBMOKOKKOBOW MH(EKIMHU, a TAKXKE
reMo(IbHON HH(pEKIIUK Thma B.




KiIMHNYeCcKuHu ciaydau

bonpHOI 1., B Bo3pacTe 4 Mec. MOCTYINII C )Kajdo0aMy MaTepu Ha
OJIETHOCTD, JKEATYIITHOCTh KOXKU U CKJIEP, U3BMEHEHHUS B aHAJIM3aX KPOBH.
B Bo3pacte 1 mecsiia maTh 3aMeTHIIa Y peOeHKa OJI€THOCTh KOMKHBIX
ITOKPOBOB. YYaCTKOBBIM BPa4yOM B KJIMHAYECKOM AHAJIM3E BBISABIICHA
anemus (3putpouuTtsl 3,1 T/n, HB 95 r/1) u BeicTaBinen guaruos JX/IA,
10 MOBOAY KOTOpOM HazHadyeH AkTudeppuH. Cryctsa 9 1Hel peOEHOK
TOCIMUTAJIU3UPOBAH B CTAIIMOHAP 10 MECTY KUTEIbCTBA C AHEMHUEU
CpPEIIHEN CTEIECHU TSKECTU. B TeueHne mecsiia nocjie rocnuTalin3anuu
OJTy4all JICYEHUE - TeMO(pEpOH, (DOJIUEBYIO KUCIOTY, (peppyM Jiek Nel(,
3mo0noKkpuH Ne5. OiHaKO y MaJIBYMKa MIPOA0JDKAJIa HapacTaTbh aHEMHSL.
B Bo3pacte 2 mec. 21 nHst peOCHOK NEPEBEAEH B HEOHATOJIOTUYECKOE
ornenenue PIKD, rme npomomkeHo BBeaeHHE 311oonokpruHa Nog,
BBITTOJIHEHA 3aMECTUTEIIbHAS TPAHC(PY3HUs 3pUTPOLIUTAPHON MaccChl. Jlis

YTOYHEHMS IUArHo3a U KOPPEKIMU TEPAITUY HAIIPABJICH HA
rocrmtanu3anuo B OOI'[] MTHBX.



KInHn4YecKuu ciaydyau

Manpuuk oT 3-i1 0EpeMEHHOCTH, MPOTEKABIIIEH C aHEMHUEHN B TPETHEM
TPUMECTPE, 2-X CPOUHBIX POJIOB, HA (DOHE JIUTEILHON CTUMYISALIMU
okcutonmHOM. Macca tena npu poxaeauu 3400, poct 50 cm. OneHka 1o
mkaie Anrap /-8 6aiuioB. KnuHu4eckrii aHaav3 KpOBU B IEPBBIE CYTKU
ocJje poXKIeHUS He uccieaonaics. [ pynma kposu marepu AB (1V) Rh+,
rpynma kpou peoenka B(I11)Rh-. Ha BToprle cyTkn MaabduK pe3Ko
noxenren. ITocie onpeneneHus nmokazareiae KpacHON KPOBU U OMIMpyOrHA
(577 MMoONB/1 33 CUST HENPSIMOU (paKIIUK) COCTOSHHE OBLIIO PACIICHEHO KaK
I'bH no cucreme ABO, BBINOJTHEHO 3aMEHHOE IIEPEIMBAHUE KPOBH.
JIOTTOTHUTENBHO MPOBOAWIN MH(Y3UOHHYIO, J€3UHTOKCUKAIIMOHHYIO,
reIaToNpOTEKTOPHYIO Tepaliio, Ha3HAYEH Ipenapar kenesa pepymoo,
nMHEKC. PeOeHok BhINMCAaH U3 po/jioMa Ha 8 CYTKH B YIIOBIETBOPUTEIHHOM
coctosiHuU. ['emornmoOuH npu Beimucke coctaBuia 139 /i, saputponursi 4, 1
T/n, ounmpyoun 63,3 mmonb/n. Haxonuiicst Ha rpyaqHoM BckapMiinBanuu. He
IIPUBUT.



Kiananyeckum ciaydan

Ha MoMeHT ocMoTpa 00111e€ COCTOSHUE PeOCHKA CPEIHEH
TsKECTH. [IpaBHUIBHOIO TEIOCIOXKEHUS, MOBBIIICHHOTO MATAHKS.
3a 4 mecsma mpudaBka Maccel Tena coctaBmia 4300 rp. AKTHUBEH.
He nmuxopaanut. KoxkxHbIE MOKPOBBI OJIEIHBIE, C KEATYIITHBIM
oTTeHKOM. CKiepbl CyOMKTepUUHbIC. BUAUMBIE CITU3UCTHIE
4UCThIE, OJIeAHbIC. [(pIXaHue My 3puiibHOE. TOHBI cep/ra
PUTMHUYHBIC, CUCTOJIMYECKHUM IIIyM Ha Ha BEPXYIIKE U B V TOUKE
aycKyJbTanuu. JKUBOT MSTKUM, 0€300JI€3HCHHBIH, TOCTYIICH
r1yookor nanbnanuu. [ledenp Ha 2 ¢cM HUXKE peOepHON IYTH,
cene3eHka +2,5- 3 cm. CTyn Kamuiieoopa3Hbli, 0OBIYHBIX
CBOKCTB. MOYEHCITYCKAaHHE HE HAPYIIIEHO, MOYa TEMHOTO IIBETA.



KiInHn4YecKuu ciaydyau

JlabopaTopHasi AMArHOCTUKA

v Knumaundeckuii ananms kposu: 3p. 2,35 T/, Hb 77r/n, 1.1. 0,9,
PETUKYIIOLUTHI -1 74%0, TpOoMOOIIUTHI -220 I'/7, nerikoruTsl - 8,6 1'/1, 6-2, 3-6,
-2, ¢c-43, 1-35%, m-12, COD — 8mMMm/u.

v' Muenorpamma: 6aactsel: 1,5%, pasmpaxkenue spurpounnoro psaa (41,5%),
CHHKEHO KOJIMYECTBO rpanyionutoB -37/,5 %. Uagekc (JI-0) 1,4:1. ®ynkius
METaKapHOILMTOB COXPaHEHA.

v" IIpoba Kym0Oca: HenpsiMast — OTpUIlaTenbHAas, IpsiMasi — OTPHUIaTEIbHAs.

v' I'mroko030-6-dhocharaernaporeHasa — MoNI0KHUTEILHAS.

v' I'pymma kposu B(III) Rh(-) orpunarensHblii.

v' bunnpyoun -36,2 MkMoub/J1, Henpsamoi-27,46 mxmons/i1, ACT- 0,25
(MrMoaw/m); AJIT - 0,39 (MxmoIIB/n).

Ilpouenm zemonusza
Konyenmpauyus NaCl e | B ceesceit kposu | B kpoeu, unkyouposannoi
%
OPUTPOLUTOMETPUSL: [0 69 NaCl min 54,2 %
5,4p —1%,; 0,55 % NaCl 62,8 %
6,3 — 30%; 0,5 % NaCl min 10,0 % 65,7 %
7,21 — 49%; 0,45 % NaCl 16,8 % 68,5 %
8,1 L — 20%. 0,4 % NaCl 74,0 % 71,4 %
CI[:) _ 6,411. 0,35 % NaCl 92,0 % 74,2 %
0,3 % NaCl 96,0 % 77,1 %
0,2 % NaCl max 100 % 80,0 %
0,1 % NaCl max 100%




KIanHn4YecKknu ciaydyau

OO0ciienoBan oTel peOeHKa:

Knunnueckuit ananus kpou: Hb-129r/11, 9p.-3,75T/1, ; peTUKYIOLUTHI-
8%o; JI-6,0 I'/n, 3-2%, 11 -1%, ¢ -60%,, 1-31%, M-4%, Tp.-2451/71,
CO2-9 mm/u.

OPUTPOLIUTOMETPHS:

5,4u — 1%;

6,31 — 149%;

7,21 — 56%;

8,1u—29%.

CID =7.,4p.

OO6mmit ovmmupyoun -13,55 (MkMoB/); mpsiMoit OunupyouH- 3,38;
Henpsmon ommpyoun- 10,17 (mxmons/m); ACT -0,25; AJIT -0,31
(MKMOJIB/IT).



KianHn4yeckuu ciaydyau

OO0ciienoBaHa MaTh peOCHKA:

Knunnueckuit ananu3 kposu: Hb-137/11, 9p.-4,0T/71, ; peTUKYIOLMUTHI.
299%o; JI-5,1 I'/1, 3-2%, 11-1%, ¢ -59%,, 1-28%, M-12%, Tp.-270 I'/1, COD-5
MM/.

OPUTPOLIUTOMETPHS:
5,4u—19%;
6,31 — 30%;
7,21 — 46%;

8,1u—7%. CI3 = 6,8
OO6muii omnupyous -14,0 (MkMos/1); HenpsaMon oumupyoun- 10,50
(MrMoab/m); ACT -0,21; AJIT -0,28 (MxMoIIB/M).

Ilpouenm zemonuza
Konuenmpauusa NaCl ¢ % B ceercen kposu B kpoesu,
UHKYOUDPOBAHHOUL
0,5 % NaCl min 50,0 %
0,45 % NaCl 95,5 %
0,4 % NaCl min 35,0 % 88,8 %
0,35 % NaCl 64,1 % 94,4 %
0,3 % NaCl 89,7 % 97,2 %
0,2 % NaCl max 100 % max 100%




KianHnyeckum ciay4dan

JInarno3: HacnencrBennas MUKpOChEpOIMTapHas TEMOIUTHYECKAS
anemust Munkosckoro-Illoddapa, Tsxenoe TeueHue, reMOITUTHYECKUM
KpHU3.

3a0o0sieBaHNE MPOTEKAIO TSHKEIO, C YACTHIMUA T'€MOJIMTUYECKUMHU KPU3aMU,
TpeOYyIOIIMMH 3aMECTUTEIBHBIX T€MOTPAHC(PY3HUH.

B Bo3pacte 4 net pebeHok koHcynbTupoBad B8 HMUILL JII'O

uM. /[. Porauesa: nokaszaHa CIUIEHIKTOMUS C IIPEABAPUTEILHOU
BaKI[MHAIIMEH MMPOTUB MTHEBMOKOKKOBOM, MEHUHIOKOKKOBOM, reMO(HIILHOM
MH(pEKIUM.

B 6 ner manueHTy JIanapoTOMHUYE€CKHUM METOJIOM BBITIOJIHEHA
CIIJIEHIKTOMUS C IEBIO JICUEHUSI OCHOBHOIO 3a00jeBanusl. [1o qaHHbIM
KJIMHUKO-J1Ta00OpaTOPHOTO 00CJIEIOBAaHMS B TEUCHUE MOCIECIHUX 6 MECAIICB
IIPHU3HAKOB aHEMHMH 1 HapYIICHUM OMIUPYOMHOBOIO OOMEHA Y peOcHKa He
orMevaeTca. bonbHON HaXOMUTCA MO HAOIIOICHUEM YH4aCTKOBOTO
neauarpa u IETCKOro reMaroJiora.



BBIBOIbI

] 3aboneBanne MOXKET AeOIOTUPOBATH B IFOOOM BO3PacTe, B TOM
4yyCJie paHHEM HEOHATAJIbHOM.

] Bpauam nepBuUYHOTO 3BEHA ClIeayeT OoJee TIAaTeIbHO
IPOBOJIUTH AUPDEPECHIINATBHYIO TUATHOCTUKY aHEMMUH.

U /Ins HazHaYeHMS IperaparoB Kelle3a, B TOM YHCIIE
apeHTepAIbHBIX, HEOOXOAUM JIOCTOBEPHO YCTAHOBJICHHBIN
IHarHo3 KeIe300¢(PUIIMTHON aHEMUM.

U [Ipu oTCYTCTBUH TONOXKUTEIBHOTO PE3YIIbTAaTa JICUCHUS
aHEeMHUHU B TEUCHHE Mecslia 00s3aTelIeH epecMOTp JUarHosa,
PEKOMEHIOBaHA KOHCYJIBTAIIUSI TEMATOJIOTA.



macruO0 3a BHUMaHue!



