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B noco6un B gocTynHoli topme ¢ TroBMW/TX MoliBAAN M3N0-
>)XeHbl OCHOBHble BOMPOCbl remaTtonoruii. <S»eewweHblw pw wmnam-
afbHO HOBble B3rNAAbl Ha Npoueccbl KpcweTBANHAAY NppaegeHb!\
COBpPeMeHHble faHHble 06 3Tuonoruu, lagBrlHese/ KAUHWUKeE ir
neyeHMn Hambonee pacnpocTpaHeHuii n jeijtfTopbix pegko
BCTpevaloLwmnxcs 3aboneBaHUin L OBP — aHeEMUIA, eM00/1aCTO30B
N reMopparM4yeckmx CUMHAPOMOB.

MpusefeHHble B nocobum”~Knaccmukaunum un pacnpegene-
HWe HO30/10rMYecKnX (hOpM UM pasfenam WMET Lefblo cucTema-
TUYECKN M3NO0XUTb Y4ebHbI MaTepuan ANs 06/IeTYeHUs ero
yCBOEHUSA.
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YueHue o-Bonesw pnorus —AnpeacTasnser
coboit djiim n3 Ham( SmulLI&LLIBAECS pasgenos
iSHYyTpeHLUen meamjjjiiTi VOONbILIre M3MCHbITLW! npo-
nsownn”e rBmaxonoru! sa iie<yle]bluy; rogsl. Bypiiad passuTue
MOIEKYNSAPHOA [« MAAMYHONPALW X UL
HorematoXoruu, a*tal rorerq
MOBBO/IAHOLYX. [ Wi bFO>LEXM i1 T3MbI KA 3!
OTAENbHON KNET1 MUUAW CYTurTunu;ulrino
npe,qCTaBneHVIﬂ Kalfl Doio”0oiW iiH, tAkNh o ™M "a -
HU3MaxX BO3HUKHOBIAL sunA mHorux WIS

Hell KpoBW.

O6LwenpuHATOe nNpeacTaBieHne O peTux apwin~knet'A’
KaK pofloHayanbHWLUe KpoBeTBOpeHMIAnacTtbT"©5"8miir™)g”
BEPrHyTO. JTO MPUBENO K M3MeHenuanl baTow.K0O B TEPMUHOB
lorun, HO W B NpeAcTaBleHUAX 0 npouew”™p'baeTB<*peHuns.
Bonee rny6okoe MNPOHWKHOBEHME B CYLWHOCTb Mitorux\3a6o-
NeBaHW NO3BONMMO HalTWM HOBble NeKapcTBeHMble\cpeacTBa
M BbipaboTaTb WMHble MOAXOAbl K Tepanuu HekoTopu x\sabone-
BaHWN, cuMTaBLWIMXCA paHee 6Ge3HaLeXHbIMU. \

Knaccudumkaumm 6onesHein KpoBu, 0cobeHHO 310Ka”ec!
BEHHbIX, MOABEPrNCL NEPecMOTpYy U MU3MeHeHuAM. [puBoan
Mble B M0OCO6MM Knaccugumkaunu n pacnpegeneHne OTAeNbHbIN
HO30/10TMYeCKMX POpPM NO pasfenam npecnefyroT [1aBHbIM
06pa3oM Lenb CUCTEMATUUYECKOTO M3M0XEHUS CNOXHOIO MaTe-
puana ans obnervyeHus yvyebHOro npouecc#.



Pasgen nepBbiii

ObWME AAHHBIE O KPOBETBOPEHWIN

VICTOYHMKOM KpPOBETBOPHOI TKaHW SBNAETCH CPefHWil 3apo-
ObILIEBbIA MCTOK — ME3eHXMMa; pojoHadvanbHas KieTka BCex
(hOPMEHHbIX 31eMEHTOB KPOBW Ha3BaHa CTBO/IOBONA.

OnutenbHoe Bpems cyLW,ecTBOBano MpefcTaBleHUe, 4TO
KNETKN KPOBW pa3BMBAKOTCA M3 3/1EMEHTOB CTPOMbl — PETUKY-
NAPHbIX KNEeTOK KOCTHOrO .Mo3ra M ApYyrux KpOBeTBOPHbIX Op-
raHoB. OfHaKO MPM MHOTFOYMCNEHHbIX MOMbITKAX KYNbTUBUPO-
BaTb WAWM nepecaxuBaTb KAETKW CTPOMbI Obll MOMYyYEH PoCT
TOMIbKO CTPOMAanbHbIX 3/1EMEHTOB; Pa3BUTUA Xe K/EeTOK KPOBM
ne Habnwganoch.

Mpy TpaHcnnaHTauuM KNEeTOK KOCTHOrO MO3ra B Cefie3eH-
KY CMepTe/ibHO 06/lyYeHHbIX MbIWENR, ¥ KOTOPbIX OblAN yO6UTHI
COOCTBEHHbIE 3/1EMeHTbl KPOBETBOPEHWUS, BO3HWKaNW KpoBe-
TBOPHble KOMOHUU. TN 3KCMEPUMEHTbI CBUAETENbLCTBOBAIN O
TOM, YTO NpPeALecTBEHHUKN (DOPMEHHbIX 3/1EMEHTOB KPOBU —
CTBO/IOBblEe K/IETKW — HaxXo4ATCA CPefu KNeTOK KOCTHOro MO3-
ra, a He cpeiy KNeTokK ero cTpoMbl. KAeTKMU CTPOMbl KOCTHOrO
mMo3ra (peTuKynsipHble, 3HAOTENMaNbHbIE) Y4YacTBYHT B KpO-
BETBOPEHUN, cO34aBas cneyudpuyeckoe MUKPOOKPYXeHWe Ans
pofonayvanbHblX KPOBETBOPHbLIX KNETOK. Ponb MX A0 KOHLA He
n3yueHa.

B cBA3W C 3TMMW HOBbIMW JAaHHbLIMU BO3HMKNA Heobxoau-
MOCTb B CO3JaHUW CXEM KPOBETBOPEHUS, OTpaXkaloLlUx cospe-
MeHHble NpeacTaBAeHUA O NpoLecce co3peBaHUsA KIeTOK Kpo-
BU. [MOCKONbKY CTBONOBble KNETKM He OTHOCATCA K PeTuKy-
NAPHbLIM, NOCNEAHWE B HOBble CXeMbl KPOBETBOPEHUSA He BKIO-
YyeHbl. Ha puc. 1 npuBefeHa  cxema, MpefioXeHHas
M. JI. YepTkoBbiM 1 A. V. BopobbeBbiM. OCHOBHOE €e 0T/numne
OT CTapblX CXeM COCTOMT B Bbl4eNEHUW TpexX OTAeN0B POJOHa-
YyanbWblX KNETOK: OTAena CTBONOBbLIX K/ETOK, OTAena Kne-
TOK — NpejlecTBEHHUKOB MWeNno- U Numgonossa u otgena
YHUMNOTEHTHbLIX KMeTOK-NpesLwecTBEHHUKOB.

CTBONOBbIE pOAOHaYaNbHble KneTKM (CM. puc. 1, nepBblii
pAj CXeMbl) SABAAKTCA MOAMMOTEHTHBIMU KeTKamu-npejule-
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Tuc. 1. CoBpemeHHas cxema KposeTBopeHus (no W. JI. YUepTkoBy u A. U. Bopobbesy).

1— Knacc MONWNOTEHTHbLIX KNETOK-MpeAl ecTBeHHUL; || — Knacc 4acTUYHO AeTEPMUHMPOBAHHBIX MOMUMOTEHTHbIX KNETOK-NpeAwWw écTBeHHUL; | 11— Knacc YHUNOTEHT-
HbIX KNeTOK-mpeAlWwecTBeHHNL; |V — Knacc MOp(OoNornyecku pacnosHaBaeMbiX NPONUGMEPUPYHOLLUX KNETOK;
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1. CoBpeMeHHas cxema KpoBeTBopeHus (no W. /1 YepTtkoBy u A. V. Bopob6besy).
V — knacc co3peBal WX KNETOK; V | — knacc 3penbiX KNeTok.



CTBEHHMKaMu. OHM CMOCOGHbI MpeBpaliaTbCca B MpeALlecTBeH-
HMKOB BCEX APYrMX KNeTOK KpoBu. [locnegHee MNoOMoOXeHue
6bII0 NOATBEPXAEHO OMbITAMM Ma Mbllax C paguaLuoHHbIMU
MapKepamu, T. €. KfeTKaMu, B KOTOPbIX C MOMOLbI 061yuye-
HUSA ObIAM NONyYeHbl CTOWKUE W3MeHeHWUs Xpomocom. Mpwu
TpaHCNaHTaLMM 3TUX KNETOK CMEepTe/ibHO 06AYYEHHbIM Mbl-
lwam B AanbHeileM MNOAOOHbIE «MOMOMKM» XPOMOCOM Habnto-
Janucb BO BCEX KNeTKax W MWeNOUAHOro, U AMM@aTtuyeckoro
pALOB PeLuUnUeHTOB.

Mopdonorus cTBONOBLIX KNETOK MOKa TOYHO HE oxapakTe-
pr3oBaHa, TaK KakK OHa 6bICTPO MeHsAeTcs B 3aBUCMMOCTM OT
thasbl XU3HEHHOTOo LMKna KneTku. B case mokos cTBONOBas
KneTKa npegcTaBfseT coO0i Kpyrnyw Knetky (manbiit numdo-
unt MakcumoBa), B (hase AeseHNs CTAHOBMTCA MOXOXeW Ha
6n1acTHyt0 Knetky. O6bl4HO 90% CTBOMOBbLIX KMNETOK HaxoAAT-
cA B Mokoe u nuwb 10% — B ase fgeneHuns. CpefHuin aua-
MeTp CTBO/IOBON KNeTKM cocTaBnsetr 8—10 MKM, 94p0 CBETNO-
nypnypHoe, Kpyrnoe, ¢ 1—2 601bWINMWU SAPbILIKAMK, LUTO-
nnasma ys3kas, CBeTn0-rony6as, He COAEPXWUT 3epHUCTOCTH.

Mpu geneHuy CTBOSIOBbIE KNETKU MOTYT He TONbKO BOCMPO-
M3BOAUTL caMux cebsi (T. e. MOAAEPXMBATb MOMYNALUID), NO
n guddepeHynpoBatbca B 6onee 3penblie KneTku. Mpu 3TOM
BO3HMWKAIOT [Be PasHOBUAHOCTW K/eTOK, KOTOpble MOP(O/0ru-
Yecku BbIFNAAAT OAMHAKOBO (TaK >Ke, KakK MX MpefLllecTBeH-
Huua). W3 ofHoli pasHOBMAHOCTU pas3BMBalOTCA NuUMpaTmye-
CKMe N naasmMaTuveckune 3/IeMeHTbl, U3 ApYroil — MUenongHble
(rpaHyno-, apuTpo- 1 TPOMOGOLUWUTAPHbLIA psAgbl). ST KNETKW-
npeALecTBEHHNLUbI Ma3biBAlOT TakKXe MOAyCTBOMOBLIMMK, WK
YacTUYHO feTepMUHUPOBAHHbIMKU (CM. puc. 1, BTOPOil paj cxe-
Mbl). T10NyCTBONOBbIE KAETKM CMOCOOHBI U K camonojpepa-
HWUTO, U K AW epeHLMPOBAHHOMY [AefleHN0, Mpu  KOTOpPOM
BO3HWKAET KfAacC YHWUMOTEHTHbIX KAETOK-NpeaLwecTBEHHUL,
(cm. puc. 1, TpeTuii pag cxembl). Mopgonornyeckn yHuno-
TEHTHbIE KNETKU TOXe Mano OTAM4alnTca OT APYruxX KIeTok-
npeALlecTBEHNMKOB, NO YeTKO AeTepMmunupoBansl. Mog Baua-
HVEM Creundpunyecknx BO3AEACTBMIA OfHU W3 HUX B KyNnbType
KNeTOK JalT KOMOHUWM TPaHyfo- U MOHOLMTApHOro psaga, Apy-
rme — 93pNTPOLHTApmoro  (3pNTPOMNO3TUMYYBCTBUTENbHbIE
KNeTKWN), HEeKoTopble SABAAKTCA MNPeALEeCcTBEHHUKAMU TpPOM-
6ounToobpasoBaHna, U, HAKOHEL, UMeTCA KNeTKM — npejLlle-
CTBEHHUKU AUMGBOLUTOB M NNasMaTUHeCKUX KNeTok.

B pesynbTate fAefeHUs YHUMOTEHTHbIX K/eTOK-Mpea-
lIeCTBEMHUKOB BO3HMKaeT knacc (cM. puc. 1, yeTBepThlih psAfg
CXeMbl) MOP(OAOrMYecKM pacrno3HaBaeMbliX HPOAUGEPUPYIO-



Wux knetok. K HUM oTHocATCA num@obaacTbl, nnasmobnacTsl,
mMueno6nacTbl, apuTpo6AacTbl, MOHO6MACTbI, MerakapnuobnacTbl.
[eneHune nx NpuBOAMT K MOSIBNEHUIO co3peBaloWwmx (T. €. yxe
HEeCrnoco6HbIX K CamMOMOAAepXaHW) KNeToK.

Ha3BaHMe BCeX KNETOK M3 Kjacca CO3PeBalLMX OKaHYu-
BaeTCA Ha «LUUT»: MPONNasmMouunTbl, NPOAUMMOLUNTLI, NMPOMOHO-
UUTbl, NPOMUENOLUTLI, MUENOLUTLI, MeTaMUENoLnTbl, MPOHOP-
MOLMTbI, Merakapuouutel. B pesynbTaTe WX [eNeHUs BO3HU-
KaeT Kflacc 3penbiX K/eTOK, KoTopble yXxe He genatca. K aTo-
MY KNnacCy OTHOCATCS PeTUKYNOLMWTbI, 3pUTPOLUTLI, Nanouko-
AfepHble M CermMenTosiiepHble HeATPoubl, 303MHOPUALI U
6a3otunnbl, MOHOUWUTLI, TPOMOGOLWUTHLI, MAA3MOLUTLI (Mnasma-
Thyeckue Knetkn) v aumdountsl. OfHaKO YacTb NMMEOLUTOB
nepudepuyeckoin KpoBu Npu onpegeneHHbIX YCIOBUAX CNOCO6-
Ha K MWUTOTMYECKOMY feneHuto (K TakK Ha3blBaeMOW peakumu
6nactTpaHcopmaumnn).

KneTku, Bbllefwne U3 KOCTHOTO MO3ra B LUPKY/IUpYHO-
LY KpPOBb, NMPOAO/MKAT M3MEHATbCA (YHKLUUMOHanbHO. MMo-
CTEMEHHO B HUX MEHSAeTCs COCTaB (DePMEHTOB, YMEHbLUAETCS
aKTMBHOCTb BMOXMMMUYECKMX MPOLLECCOB U BbipaboTKa aHeprum.
B pesynbTaTe KAeTKWM CTapewT, paspyllawTca v daroyntu-
pytoTca Makpogaramu. [loyTu Bce NPOAYKTbI MX pacnaga
BHOBb MCMOMb3YHOTCA B MPOLLECCE KPOBETBOPEHMUS.

B coBpeMeHHO CXemMe KPOBETBOPEHWS BblAeNeHbl  KNeT-
KW — npeAlecTBEHHUKN B-anmgounTtoB 1 naasmaTuyeckmnx
KNeTOK W KNeTKW — npeALecTBEHHUKN T-AMMGpOLNTOB.

T-numdpounTel  (TUMyC3aBUCUMbIE) AU epeHLMpyoTCS
U3 CBOMX NpeflecTBEHHUKOB (CM. puc. 1, TpeTuid psjg CXembl)
B MPUCYTCTBMM TUMUYECKUX (DakTOpoB. OHM OCYLLECTBAAIOT
KNeTOYHbIA UMMYHUTET U CTUMYNUPYHOT C MOMOLLb MUTOre-
HeTUYeCKMX (haKTOpPOB BbIpabOTKY aHTMTen B-numdoumtamm.

B-numgounTbl 1 nnasmaTnyeckme KaeTKU UMeT Of4HY 06-
WY KNeTKy-npeawecTBeHHuLy (cM. puc. 1, TpeTuid pag cxe-
Mbl) W MO3TOMY SIBASKOTCHA FeHeTUYecKU 6AU3Kumu. B-aumdo-
UUTbl OCYLLECTBAAKT FYMOpaibHbli UMMYHWUTET; Ha MOBEPX-
HOCTU MX HaxoAsfTCA UMMYHOTF06YNUHbI, BbIBASEMbIE MO UH-
TEHCUBHOCTM cBeyeHusa (npoba KyHca), W peuenTop Ans
KOMMMeKca aHTUreH — aHTuTeno — C3-hakTop KOMMNiaemeHTa.

Cneuundnueckaa perynayms AndhepeHLnpoBKU  KNeTOK
NMM$aTnyeckoro psaga 3aBUCUT OT BHELWHWUX BO3AENCTBUMA, KO-
TOPbIMU ABNAKTCA FNaBHbIM 06pa3oM aHTUreHbl. MMOBTOPHbIe
BO3JeliCTBUS aHTUTEHOM MPUBOAAT K PE3KOMY YCWU/IEHUIO OTBe-
Ta 3a CYeT (POPMMPOBAHMUA KNOHA K/IETOK MMMYHO/IOrMYecKol
namaT¥ K AaHHOMY aHTUTEHY.



B KpoBu 340poBbiIX ntofeld  T-nuM@oLnTbl  COCTaBNAOT
npn6nn3nTensHo 75%; ocTanbHble KNeTKM — 3T0 B-numdoyn-
Tol. B nocnegHee BpeMs MNOABUANCL COOOLLEHMS O NMPUCYTCT-
BMW B KPOBM TaK Ha3blBaeMbIX HYMEBbIX UMGOLUTOB, He
oTHOocAWMXCA K T- M B-numdountaMm, NOCKOMbKY OHWU He
cogepxaT cneunduuHbix Ana T- uam B-numdountoB map-
KepoB.

OCO6EHHOCTLHO COBPEMEHHOI CXeMbl KPOBETBOPEHUS fBNA-
eTca BK/OYEeHMe MakpodaroB B MOHOLMTapHbI pag. B KocT-
HOM MO3re 3TW K/IeTKW HOCAT XapakTep MOH06/1acToB, B Kpo-
BU UMPKYNMpytT (HeJoNro) B BUAe MOHOLMTA, a B TKaHAX
MMeT BUA CBOBGOAHBLIX UM PUKCMPOBAHHbLIX Makpogaros. Bce
KNeTKW 3TOro psaga crnocobHbl K (aroyuTosy WM MUHOLUTOS3Y,
MMelT peLenTopbl AN8 WUMMYHOr06Y/NMHOB UM KOMMNAEMEeHTa
1 o6nafaloT CBOMCTBOM npuaunatb K cTekny. OHWM obbefuHe-
Hbl B CMCTEMY (harouuTUPYIOLLUX MOHOHYK/eapoB.

B oTnnume OT paHee MPUHATLIX CXEM KPOBETBOPEHWUA Mpo-
MEXYTOUYHbIE POPMbl KPAaCHbIX KPOBSHbIX KETOK MPEA/OXEHO
Ha3blBaTb He HOpPMO6/MacTaMu, a HOPMOLMTaMK, MOCKONbKY 3TU
KNeTKN He ABMAKTCA CTBOJIOBLIMM, & OTHOCATCA K KfiacCy CO3-
peBaloLWMX KNETOK, B KOTOPOM KNETKWU APYrux psfoB BCe MMe-
0T OKOHYaHMe «UuT». ITO TEPMUHONIOrMYECKOe nU3Menenue no-
rMYHO, OflHAKO B UTepaTtype u BpayebHO-nabopaTopHOA npak-
TUKE WMCMONb3YETCA HO BCEMW.

B HOpmasbHOM KOCTHOM MO3re CTBOJIOBble K/IETKW W [pY-
rme «bnactbl» (AMM®O-, MMENo-, 3pUTPO-, MOHO-, Merakapuo-)
BCTPEYalTCA B OYEHb ManOM KoamyecTse. Yucno mx sospacra-
eT TO/IbKO B C/Ay4yadx NatosiorMyeckoro KposeTBopeHud. lMo-
CKONbKY K/eTKU-npejLlwecTBeHHULbl (CTBONOBbIE) MOFYT Ha-
XOANTHLCA B ABYX MOP(OSOTMYECKN Pa3HbIX BapuaHTax — M-
thoumTonofo6HOM ¥ 6n1acTMOM, NpU MNOLCYETe MuenorpaMmmbl
NPeAfioXEHO BbIAeNATb  HeguddepeHUMpyeMble  6nacTHble
KNEeTKM U NUMKDONIHbIE KNETKW, XOTA Cpean HUX MOryT ObITb
N UCTUHHbIE NUMPOLUTBI, U CTBONOBbIe KNETKMW, HaxoAslimecs
BHE MUTO3a B MOMEHT WUCCNef0BaHuA.

Mpwn nccnefoBaHNMM KOCTHOrO MO3ra 340pOBbIX NtOAel nony-
YyaloT pas/IMYHOe MNPOLEHTHOE COAEpXaHue KeToK, MO3TOMY
06l enpuHATOR (GopMynbl KOCTHOro Mo3sra HeT. ConocTasfne-
HWe MuesorpaMm HeCKO/IbKUX aBTOPOB MO3BOJMAET MpejcTa-
BUTb cliefylolwue cpefHue LUMPbI cOCTaBa KOCTHOroO Mo3ra
(cm. Tabnuuy).

lMpy oueHKe COCTOAMMA KOCTHOrO MO3ra OCMOBMOE 3Haue-
HWe cnegyeT nNpujaBaTb COOTHOLUEHUIO MONOAbIX U Gonee 3pe-
NbIX opM (3penbix B HOpMe Bcerga 60/blle), a Takxe Heob-



Mopdonornyeckas KapTuHa CTepHaNbHOro MyHKTaTa
340pOBbIX Ntofeit

KneTouyHble anemMeHTbl ﬁZﬂ;ﬂﬁfHS:

NuMmdongHble KNeTKNM U NUMGBOLUNTHI .. 10,0—13,0
HeaguddepeHumpoBaHHble 61acThbl 0,1—1,0
MuenobnacTbl 0,2—1,7
TTPOMUEIOLMTB o s 2,0—3,0
MwuenouynTbl:

HEATPOMUIBHBIE oot 3,0—12,0

6a3ounbHbIe 0—0,2

303UHOUNbHbBIE 0,6—1,0
MeTamunenouynTbl (HOHbIE):

HelTpouIbHbIE 8,0—14,0

6asodpunbiwe 0—0,2

303UHODUNbHbIE 0,2—1,5
ManoukosagepHble:

HeATpodunbHbIe 12,0—33,0

6asodpunbiwe 0—0,2

303UMHOMUNbHbIE 0,6—1,0
CermeHTOAEpHbIE:

HENTPOPUNbHbIE 20,0—27,0

6a30UNbHbIE

303UHOUNbHbIE
MoHo6nacTbl
[MTpOMOHOUUTHI ...
MoHOUNTBI
Mnasmatnyeckne KneTKwu
PeTukynsapHble »
MerakapuounTbl
dputpobnacTol
MpoHOPMOUUTLI (MPOHOPMOBNACTBI) e
HopmouunTtbl (Hopmo6nacTbl):

BABOMMITBHBI Bttt

nonnxpomaTouibHble

OKCU(UNNbHbIE
Merano6nacTbl

NO U ©ululw ©

RO OO RLOO KOO
onvbhroRrRONMNRORMD
PR O R NOO R ON

XO4MMO COMNOCTaBAATb MUeNorpaMMy M KapTUHY nepudepunye-
CKOW KpoBW.

KneTouHbIi coCcTaB KpOBU B OpraHn3Me YejoBeKa [0BOSb-
Mo MOCTOAAHHbIN. B xofe pasNnuHbIX (PU3MOAOTMYECKMUX Mpo-
LleccoB HabnoAaroTCAd Te WAM WHble OTK/NOHEHWS B COCTaBe
nepugepnyeckoii KpoBu, HO OHM BbICTPO McyeszaoT Gnarogaps
COBEPLUEHCTBY MPOLECCOB, PEryMpYHOLLIMX KPOBEpaspyLleHue
U KpOBETBOpPEHMUE.



Bcsi cucTeMa KpoBM UM MPOUCXOAsLME B Hel npouecchl Tec-
HO CBSi3aHbl MeXay co60i, MO3TOMY NPV MaTONOFUYECKUX CO-
CTOSIHMSX CUCTEMA KPOBM OTBeYaeT KauyeCTBEHHbIMW W KO-
UECTBEHHbLIMWU M3MEHEHUSAMU BCEX CBOMX 3M1eMeHTOoB. OfHaKo
naToNorMyecknini MpoLecc MOXET B pasfWyHOl CTeneHu Ka-
caTbCs KPOBETBOPEHWS UMW KPOBOPAa3pylleHUs, 3aTparvmBaThb
B HepaBHOW CTEMeHW Ty WAM [APYryl TFpynny KAeToK KPOBM.
B 3aBUCMMOCTU OT 3TOro Bce 60/ME3HUM CUMCTEMbl KpPOBW B AaH-
HOM M0CO6MM M3naratTcs B CMeLManbHbIX pa3genax: aHemum,
reMo61acTo3bl U remopparvyeckue fuaTesbl. JTO fefenue B
M3BECTHO Mepe YycnoBHO. Tak, Hanpumep, aHeMWum MOTyT
6bITb He TONbKO 3a60M1eBaHUAMU COGCTBEHHOMO rcnesa; MHOrAa
OHU pas3BMBAlOTCA MNpM remo6/1acTo3ax U remopparuyeckux
avatesax. B paBmoii Mepe remMopparMyeckue CUHAPOMbI, CBS-
3aHHble C TPOMGOLMUTOMEHMEN, NPUCYLLN HEKOTOPbIM remobna-
cTO3aM.



Pasgen BTOpoOii

AHEMWNA

OBLUWME CBEAEHUSA. KNACCUNOUKALNA AHEMI

B rpynny aHemMuin BXOAWUT MHOro 3aboneeaHuii W natonoru-
YeCKUX COCTOAHWNA, AN KOTOpbIX 06WMM ABAsSeTCA  Mano-
KpoBue.

Mo ManokpoBMEM MNOHMMalOT M3MEHeHMe cOoCTaBa KpOBMW:
YMeHbLWEeHUe AN KOAMYECTBa 3PUTPOLUTOB, UAN COLEPXKaHUS
remorno6uHa B egnHuLe o6bema Kposu. B ToM 1 B Apyrom cny-
Yyae HapylaeTcs OCHOBHAaA (DYHKLMA 3pUTPOLUTOB — NEpeHoc
Kucnopofa K TKaHAM oOpraHusma.

Mpu 3HauYnTeNbHOW CTeneHW ManoKpOBUS WUAKU BbICTPOM
€ro pasBMTUU B OpraHM3Me HacTynmalT TsHKefble HapyLleHus,
CBfi3aHHble B MEPBY o4vepefb C rmnokcmei. bonblie Bcero ru-
NoKCUS oTpaxaeTcs Ha PYHKLUAX LeHTPanbHON HEPBHON cuc-
TemMbl U cepaua. MIMeHHO runokcusa npu 06OA ¢opme aHe-
MWW BbI3blBaeT YTOMAEMOCTb, CNaboCTb, TFOMIOBOKPYXEHMUE,
yXyflWeHne namatu. CUNokcmMa NpuBOAMT K AUCTPOPUM MWUO-
Kapfa, 4To KAMHUYeCcKN NposBAAeTCA OAbILIKONM, cepauebueHmn-
eM, MHOrfja HapyweHuem puTMa, nNpucTynamy CTeHOKap-
oun.  Tsxenas MUOKapAMOAUCTPOKUA MOXET cTaTb Npuyu-
HON HefOCTAaTOYHOCTU KpoBooGpaweHus BnaoTb go Il cTe-
neHu ee.

Mpy BblpaXXeHHOI aHeMWU HapyluaeTcs CNOCOOGHOCTb 3pu-
TPOLMTOB y4yacTBOBaTb B CBA3bIBaHWWM 6MKapbOHATOB U LWefo-
yeid co cnabbiMy OpraHUYeCKUMM KUCAOTaMu, YTO MPUBOAUT K
pa3BuTUi0 aumnposa. O6bIYHO AN YMEHbLUEHWS 3TUX Hapylle-
HWUWA BKIANrTakl TCa MpuMcnocobuTenbHble MEXaHU3Mbl: HacTyna-
eT yBeNMYeHne CKOpPOCTU KPOBOTOKa, MUHYTHOro o6bema Kpo-
BW (rnaBHbIM 06pa3oM 3a cUeT YyBe/MYEHUS ymcna cepheydHblxX
COKpaLleHWiA), NoBbleHNEe YTUAN3ALUKN KUCNOpOoLa TKaHAMMU,
OCHOBHOr0 06MeHa ¥ T. fA.

O cTeneHW aHemMuu cyfaT MO NoKasaTen remMaToKpuTa,
KOTOpbIA [aeT MpeAcTaBfieHWe O COOTHOWeEHUU obbeMa ¢~ p-



MOHHbIX 3/IEMEHTOB KpOBM (rnaBHbIM 06pa3oM 3pUTPOLMTOB)
n ob6bema nnasmbl B 1 n (1 mMn) uenbHoi KpoBu. emaTOKpUT
B HOpme Koneb6netcs B npepenax 36—48%. Mo MexgyHapoa-
HOM cucTeMe BeIMYMHA FeMaToKpuUTa BblipaXKkaeTcs B JMUTpax
na autp, T. e. 0,36—0,48 n/n. B 3aBMCUMOCTU OT LBETOBOrO
nokKasaTens aHEeMUU wmoryr ObiTb HOFLIOXPOMHbLIMU (LBETOBOM
nokasatenb 0,9—1,0), runoxpomnbimn (0,8 N HUXKE) K runen-
XpOMHbIMKM  (Bbiwe 1,0). Hepeiko aHemMuu COMpoOBOXAAKTCA
N3MEHEHUEM Pa3MepPOB 3PUTPOLUTOB. O 3TOMY NpPU3HAKY pas-
NNYAKT aHeMuu HopMouuTapHble (C HOPMasbHbIM CpeaHUM
AMaMeTpom 3pUTPOLUTOB 7,2 MKM), MakpouuTapHble (60nee
8 MKkM) W MElanoumtapHble [[2—20mMkm). OfHako Takoe
pasjeneHne aHeMuii MW bYACTUYHO MO3BONAAET CyAUTb 06 MX
CyLHOCTH.

Hanbonee uenecoobpasHo [eNUTb aHEMWUU TMO_ MeXaHU3-
MY WX BO3HWKHOBEHWS, TaK KakK 3TO AaeT BO3MOXHOCTb Bbl-
60pa NaToOreHeTMYecKOro fevyeHuns.

[o HacToAlero BpemMeHW B OCHOBe OOMbLUIMHCTBA KfacCu-
hrkaumii nexuTt npegnoxeHHoe M. T. KoH4YyanoBCKWM pac-
npegeneHne aHeMuii Ha Tpu 6OMbLIKE FPYNMbl: CBA3aHHbIE C
KpoBonoTepssMu; 06YCNOBNeHHble HapylleHWeM KpoBoobpaso-
BaHWS U CBA3aHHbIE C MOBbIWEHHbIM KpoBOpaspylweHuem. Of-
HaKo Mo Mepe WM3y4vyeHUa 3TUONOrMM U naToreHesa 3abone.a-
HWIn, pa3paboTKU HOBbIX METOAOB Tepanuu, WHOr4a B KOPHE
MEHAOLWMNX TeuyeHne 3a60neBaHNsA, BO3HWKAIOT HOBble B3rNsfb
na CyLlHOCTb camoro 3abofieBaHUs M Ha ero MecTo B Kjaccu-
thukaymn. C 3TOM TOYKM 3peHUsA yxe celivac OTHECEeHUe He-
KOTOPbIX BWAOB aHEMWi K TOW WAM WMHON rpynne Bbi3biBaeT
cnopbl. Tak, HanpuMep, yCTaHOB/IEHO, YTO MOYTU BCe XXefaeso-
feUUUTHbIE aHEMUKN ABAAKOTCA MO NaToreHesy nocTremoppa-
FMYECKNMMU; UX MOXHO B pPaBHON Mepe OTHOCUTb Kak K nep-
BOM, TaK M KO BTOpPOW rpynne. [anee, B 60/MbWINHCTBE Clyya-
€B HAaCNeACTBEHHbIX aHEMWI, CUMTAKOLUXCA T[EMOUTUYECKM-
MW, B OCHOBE MOBbLILWEHHOrO remMofin3a NEeXUT HemnpasU/bHOe
(hopMuUpoBaHME 3PUTPOLUTOB WUAN FEMOrIO6MHA, NO3ITOMY OHMU
B KakoN-TO Mepe MOTYyT 6biTb OTHECEHbl U K rpynne aHemui
C MapylweHHbIM KpoBoobpa3oBaHMeMm. OAHAKO, MOCKO/bKY Mpu
3TUX aHeMUSIX OCHOBHbIM KAWHWUYECKUM MPOABAEHUEM SBASA-
eTca remMonuns, aTu aHemMuu uenecoobpasHee BKAOYATb B rpyn-
ny reMosiMTUYecKux.

HuxXe npuBoANTCSH OAMH U3 BapMaHTOB COBPEMEHHOW Knac-
cuMKaLMyM aHemMuid, TMNOCTPOEHHON MO NaToreHeTU4ecKomy
NpUHUMNY. B Hee BK/OYEHbI TONbKO OCHOBHbIE K/IMHUYECKUE

thopmbl.



MaToreHeTUYECKNn  MexaHU3m

1. AHemun BCNeacTBUE
KpoBonoTepb (nocTre-
mMopparuyeckue)

1. AHemun BCNneAcTBUe
HapyLWweHHOro KpoB006-
pasoBaHunAa

1. >KenesogepununTtHble

2. >KenesoHachblleHHbIe
aHemumn (cupepoaxpe-
cTMYeckKuc)

3. AHemun npu geduuynte
BuTammHa B12 n donue-
BOW KMCNOTbl (Merano-
6nacTHble)

4. B12 (honmeBo)-axpecTu-
yeckne aHemummu

5. 'mnonnactuyeckue
(annacTuyeckue)
MUK

aHe-

6. MeTannactuyeckue
aHemunm

I1l. AHemun BcnepcTBUe
YCUNEHHOr0 KpoBopas-
pyweHunsa (remonmtumue-
CKue)

1. JputpouymtonaTuu

2. depmeHTONaATUMU

3. [emornobuHonatTum

OCHOBHbIE KAMHUYECKUE (HOPMbI

OcTpass nocTtremopparunyeckas
XpoHuyeckas noctremopparunyeckas

KO BEeHWU/IbHBIN XN0pPO3
AHemnsa 6GepemMeHHbIX
L WH
AracTpafibHas, aHaHTepa/sbHas
HyTpuTtneHaa (y petein)
HacneacTBeHHbIe
MpuobpeTeHHble

N KOPpMALWUX XEH-

BbonesHb ApgancoHa — bBupwmepa

CuMnToMaTuyeckas npu pake Xenypgka,
aractpanbHas (racTpakTomusa, 3soda-
roeloHoaHacToMO3), aH3HTepanbHasa (pe-
3eKUMSA TOHKOW KWW KW), ramcTHas (au-
hnnnoboTpuosHaa), aHemus npu cnpy,
Luesmakum u pyrux 3sHTeponatusax

AHeMnsi GepeMeHHbIX XXEeHLNH

Merano6nacTHass aHeMus Npu 3puTpomue-
nose

Mpn MHTOKCMKauWK, Npu Ny4eBOiR 6osnes-
HU, MeAMKaMeHTO3Hble

HacnefcTBeHHble runoniacTuyeckue aHe-
MUn

Mpu neiikosax, meTacTasax paka

HacneacTBeHHbIN MUKpochepoumTos

HouyHas napokcuamanbHas remornobuHy-
pua (6onesHb MapkunadaBbl — Mukenu)

OcTpasd W XpoHM4Yeckas remonmTuyeckas
aHeMun npu peduumTe depMeHTa rnt-
K030-6-hochaTaerngporeHasbl
(r-6 ®Ar), dasusm

OcTpble remMo/IMTUYECKME  aHeMuu npun
nepuunTte depmeHToB rAmMKonusa, 06-
MeHa rnyTaTuoHa, HYKN1eoTWU[0B

CepnoBuAHO-KNeTOYHaaA aHemMus

Femorno6unossl C, D u gp.

AHeMUM NpuK HecTabWNbHbIX

Hax

Tanaccemun

remorno6u-



v

MaTtoreHeTUYeCcKnUiA MexaHnU3M OCHOBHble KMHUYECKUE (HOPMbl

4. AHemMunn, cBA3aHHbIE C AYTOMMMYHHBbIE

BO3JeNCTBMEM aHTUTEN,  M30MMMYHHbIE
NPAMbIX TEMOSIN3NHOB U AHEMWW MPU [EACTBUM MNPAMbIX [EMONK-
APYTUX NOBPEXAato LW ux 3MHOB  (OTpaBfeHWe TremMoIUTUYECKUMM
thakTOpOB AfamMu, CONSIMKU  TSXENbIX MeTannos,

paspylleHne napasutamu u np.)

I. AHEMINW BCNEACTBUE KPOBOIIOTEPb
(MOCTrEMOPPATMUYECKWE)

OCTPAA MOCTrEMOPPATMYECKAA AHEMWAA

3Ttuonorna n natoreHes. OcTpas nocTtremopparnyeckaa aHe-
MUS BO3HWKaeT B pe3ynbTaTe 3HAYMTENbHOW KPOBOMOTEPW,
KOTOpas MOXET HacTynuTb MNpW paHeHusax, TpaBmax, onepa-
LMAX, BHYTPEHHUX KpPOBOTeYeHMAX U T. 4. Pacno3HaBaHue
OCTPOI KpPOBOMOTEPU OCOBEHHO BaXHO MPWU CKPbITOM BHYTPEH-
HeM KpOBOTeYeHUw.

lMaToreHes HapyLweHWin nNpu OCTPO KPOBONOTEpe CBsA3aH
rnaBHbIM 00pa3oM C yMeHblleHMeM 06beMa KpoBWM B cocypax
(rmnoBoneyneit) N B MEHbLUEN CTeNeHW — C CamMolii aHEMWUeN.
HecooTBeTCTBME €MKOCTWM CUCTEMbl KpoBOoOGpalieHUs u o06be-
Ma LUPKYNMPYHOLWen KpOBM COMPOBOXAAeTCA chnasmom apTe-
pvon, CnuXeHWeM rUApPOCTATUYECKOro faBfieHUs B Kanunns-
pax W MepexofoM MepuKanuansapnon XMAKOCTM B COCYAMCTOE
pycno. 9T0T mexanu3m BocnonHsetr go 10—15% o6bema yup-
Kynupylowen kpoesu. Ecnm cHuMXXeHne cepaevyHOro Bblbpoca
NPoAo/KaeTca, U3MEHAIOTCA PEONIornyeckne CBONCTBA KPOBW,
BO3HMKaeT arperayms KAetok, MUKPOTPOMOO3bl — ABAEHUE
cnagxa (otcToin). HacTynaeT Ts)Xenoe HapyleHue MUKPO-
LMpKynsauum, ewe 06onee ycunuBarlee TUNOKCUIO, Bbl3BaH-
HYI0 KpoBonoTepei. B oueHb TAXENbIX caydasx Ha ¢oHe Kpo-
BOTEUEHUS pa3BuMBaeTca Tpomboremopparvyeckuii  CUHAPOM,
CBAI3aHHbIA C M3pacxoAoBaHMEM CBepThiBalWMX (HaKTOPOB
KpoBM Ha Tpom6oo6pasoBanue.

KnnHnyeckast KapTuHa OCTpOl MOCTremopparnyeckoi aHe-
MUKW 3aBUCUT OT CTEMEHU UM CKOPOCTU KPOBOMOTEPU, a TakXke
OT MUCXOAHOr0o cocTofiHMa 6onbHoro, [MMpwu noTepe fo 500 mn



KPOBU B NOMOXEHWUW nexa nynbc ydyauwaetca Ha.5—10 B mu-
HYTY, apTepuanbHOe AaBfieHWE CHUXXaeTcs Mano, No npu ne-
pexode B BepTMKalbHOE MONIOXEHWE MOXET HacTynuTb 06MoO-
pok. Mpu notepe go 1000 mAa KpoBM Yy 6OMbHLIX NOsABAAETCA
ABUraTenbHoe 6ecnokoicTBo. KoXKHble MOKPOBbI 6/1efHble, HO
Tennble, Nynbc yyaweH o 90—100 B MuHYTY. lNepexos B Bep-
TWKaNnbHOe MOJIOXKEHWe COMPOBOXAAETCA NafeHueM [aBneHus
N noTepel co3HaHUS.

B pesynbTaTte noTepyu 1500 mMA KpoBWM MOABAAKTCA pe3kas
€nabocTb, WYM B Yyl ax, ro0BOKPYXeHUE, NOTEMHeNue B rna-
3ax, ogblwkKa (LMaHo3 He BUAEH M3-3a aHeMuUK). bonbHOW 6ne-
[eH, NOKPbIT XONOAHbIM AUNKUM MOTOM. [Mynbc Manblil, vac-
TblA, YacTtoTa 60nee 100 B MUHYTY. ApTepuanbHoe AaBneHue
MeHble 100 MM pT. CT. EcAnM 6bICTPO Me BOCMOJIHUTL KPOBO-
NoTepto, HacTynawT TAXKeNblli WOK U CMepThb.

CHUWXeHMe pauypesa COOTBETCTBYeT CTEMeEHU KpOBOMoOTe-
pu; B TAXENbIX CAy4Yasax HacTynaeT aHypus U pa3BMBaeTCH
no4YyeyHas HeAOCTaTOYHOCTb.

YpoBeHb remornobvHa M KO/IMYECTBO 3PUTPOLUTOB He AB-
NAKTCA HafeXHbIM KpUTepueM CTeneHW KpoBonoTepu. B nep-
Bble MUHYTbl M3-3a YMEHbLUIEHUS MacCbl LUPKyAupytowei
KpPOBMW cofepXaHue reMornobuHa MOXeT oKasaTbCs faXe Bbl-
COKUM. Tlpu NOCTYNNeHWUW TKaHeBOW >XUAKOCTU B KPOBAHOE
pycno 3TV NoKasaTenu MOryT CHMXaTbCA M NpU nNpekpaTus-
lwemca KpoBoTeyeHUU. bonee AOCTOBEPHbIM MOKa3aTefieM OCT-
poii KpOBONOTEPWU B MepBble Yacbl ABAAETCH YMEHbLUEHUe Bpe-
MEHW CBEPTbIBaHMA KPOBW. Ha 2-e CYyTKM yBeNMUYMBAETCA KONU-
4YecTBO pPEeTUKY/NIOUMTC®, pocTurallee Makcumyma Ha 4—
7-W feHb. Yucno nenkounToB B NepBble [AHU KPOBOTEYEHMUS
CHMXaeTcs; yepe3 3—>5 fgHel NoABNAETCH YMepeHHbIl neiko-
LM1TO3.

Mpy OCTPOM KPOBOTEYEHWU MPOUCXOAUT OJHOBPEMEHHAA
noTeps U 3pUTPOLMTOB, U faf/esa, NO3TOMY LIBETOBOW MoKasa-
TeNb OCTAETCA HOPMa/bHbIM. ¥ 60/IbHbIX C CONYTCTBYHOLWUMM
3abo0neBaHNAMU, YMeHbLIAOWWUMKN BcacbiBaHWe Xenesa, LBe-
TOBOW MOKa3aTenb MOXeT B AanbHeALeM CTAHOBUTLCA HU3KUM
“3-3a MNAOXOro NONOMHEHWUS NOTEPU Xenesa.

[unarHos npu Hapy>XHOM KpOBOTeYeHWUU ObiBaeT siceH. pu
BHYTPEHHEM 06M/IbHOM KPOBOTEYEHUM OCTPYH NocTremopparu-
Yeckylo aHemMuio AunddepeHUMpYOT OT MH(papKTa Muokapga
W WoKa ApYyroi npupoasl.

JleyeHre AOMXKHO ObITb Npexie BCEro HanpaBfeHO Ha OC-
TaHOBKY KPOBOTEYeHMUs, 3aMelleHWe MNOTEPSHHOW >XUAKOCTH,
60pbby C LLIOKOM, a 3aTeM L BOCCTAnoBfenue coctaBa KpOBWU.



3ameleHne NOTEPSAHHON XUAKOCTU MOXET 6biTb LOCTUTHY-
TO KOMbOUHaumMeh TpaHCcy3nii KpoBKU, naasmonanonnuTenei mn
BBeeHUEM PEOMONUTIIOKNHA, YCTPaHAIOLWEro cnagX-cCMHLpOM.
Takoe KOMOWHMPOBaHHOE jleyeHUe OKasblBaeTcs ropasgo 6o-
nee 3(PPEKTUBHbIM 1 MeHee OnacHbiM (HECOBMECTUMOCTb, 3a-
paxeHMe CbIBOPOTOYHbLIM remaTUTOM U T. A.), YeM MepenunBa-
HVMe OAHOW NULIbL KPOBMW.

MoAUrNIOKUH — XOpPOLINA nnasmo3aMeHHTenb. OH yaep-
XWBaeTCA B COCYAMCTOM pycfe A0 HecKOo/ibKUX CYTOK, obecne-
4yuBas yCTOW4YMBOCTb 06bema LMpKynupytowein kposu. Cone-
Bble pPacTBOPbI OCTAKTCA B COCYAUCTOM pycC/ie HeAonro, Ho ux
BBeJieHMe LenecoobpasHo 417 BOCCTAHOB/EHUSA COCTaBa TKaHe-
BOW XWAKOCTMW.

Haunyywum cpefcTBOM MpPefynpexneHUs U nedYeHUs Ha-
pyLeHNii MUKPOLHPKYNALUN ABNAETCA BBEfEHME MU3KOMOne-
Kynapnoro AekcTpaHa — PeonosiuriokuHa. PeononmriloKuH
«MNpUTATrNBaeT» B COCYAWCTOe PyCa0 60/bliOe KOAMYECTBO BO-
Obl U3 TKaHel, CHUWXaeT BA3KOCTb KPOBW, Bbl3biBAaeT fe3arpe-
rayMio 3puTpouMTOB M TPOMOBOLUTOB, NPenATcTBYS TPOom6006-
pa3oBaHWI0 HENOCPEACTBEHHO, a TakXe 06pa3ys KOMMIEKCHbIe
coefjHeHnsa ¢ ubpuHoreHom, npoTtpombuHom u VIII dak-
TOPOM.

Mpwn ocTpoii KpoBOMOTepe He cnefyeT TepsATb BPEMEHU Ha
onpejeneHne rpynnbl KpOBW, pe3yCc-NpunagnexHocTu u COB-
MECTUMOCTU KPOBMW, & HYXHO HEMeANeHHO NPUCTYMNUTb K BOC-
MOSIHEHNIO MOTEPAHHOro 06bema KOMAMOWMAHBIMWU KpoBe3ame-
HUTENAMU (NOAUTAIOKUH, >XenaTWHONb, MOAMBUHOM) WAM CO-
NeBbIMW pacTBOpamu, OAHOBPEMEHHO MOArOoTaBNMBas BCe A/1f
nepenmBaHns KpPoBU. ITW MepoOnpuATUA HeobXoAMMO Hauu-
HaTb MPAMO Ha MECTe HaxO0XAeHUs 60/bHOr0 M BO BPEMS TpaH-
CNOPTUPOBKM B 60MbHULY, UCMO/Ib30BaB MeTOAbl BPEMEHHON
OCTaHOBKMW KPOBOTEYEHMUS.

Mpu kpoBonoTepe cpedHeil Taxectn (go 1000 ma) ob6bem
KpPOBM MOXET OblTb BOCCTAHOB/MEH 3a cyeT 60% KpoBe3amMeHu-
Tenein n 40% kposu. Mpyu OTCYTCTBUM KOMNOUAHLIX 3aMeHW-
Teneli BBOAAT COJieBble PacTBOPbl, HO 06bEM WX LONXKEH ObiTb
B 3—4 pa3a 60/bWKNM.

Mpn Tskenoi kposonoTepe (1500 mn) BOCMOMHEHME MO-
TEPSHHOM XWUAKOCTU [LO/KHO Mpou3BoAuTbCA na 60% 3a cuer
KpoBM M Ha 40% 3a CUYeT KpoBe3aMeHWUTenewn, fyylle BCErO
peononurnKnHa. Mpu nageHnn apTepnanbHOro faBneHus nu-
Xe 75 MM pT. CT. KpOBb HYXXHO MepenuBaTb BHyTpuapTepuanb-
10 Ha kaxpable 500 Mn nepenuToil LUTPaTHON KPOBU Heob-
xogumo BBoAnTb 10 mn 10% pacTBopa Xxnopupaa Kanbuus wuam



20 mn 10% pacTBOpa r/lOKOHATa Kanbuua ANf KOppensuuu
MeTabonMyecKMX HapyLLueHUi.

B cBA3M C TeM 4TO KpOBOMOTeps COMPOBOXAAeTcA HaAMo-
YeYHUKOBOW HeLOCTATOUYHOCTbIO, HEOOXOAMMO BBOAUTHL KOPTM-
KocTepouaHble ropmoHbl (0T 90 MmMr u 6onee). MNpumeHeHue
KatexonamMunos (agpeHanuH, nopagpenannH, MesaTon) cC
Lenblo nofbeMa AaB/IEHUS ABNAETCA BPeAHbIM, TaKk KakK ycu-
NMBaeT cnasm apTepuon U CnajgX-cUHAPOM, a TakXe YyBeIu4u-
BaeT FMMOKCUIO TKaHel, ucTowas 3anacbl Kucnopoga.

Mocne BbiBeAEeHWs 6ONbHOrO U3 TSHXKENOr0 COCTOSHUA Mpo-
BOAAT fledeHMe aHeMuu npenapaTamu Xxeneda (CM. JleuyeHwue
XenesonePuUUTHLIX aHeMuii), HaszHayas nuTaHue, 6Goratoe
6enKkaMn 1M BUTaMMUHaMM, OTAbIX.

XPOHWYECKASI MOCTFEMOPPAFMUYECKAST AHEMUS
(cM. nogpasgen «>KenesofehUUUTHbIE aHEMUMN»).

1. AHEMM BC/NIEACTBVME HAPYLUEHHOIO
KPOBOOBPA3OBAHIUNA

HapyweHune KpoBoo6pa3oBaHUA BO3HMKAET OObIYHO MU UPKU
feduunuTe reMonoaTMUYecKUX BeLecTB, UAM MPU HecnocobHocC-
TW KOCTHOFO MO3ra YyCBOUTb UX.

Mpy HepocTaTKe reMONO3TUYECKUX BELLECTB MOXET napy-
WwaTbCA Kak CUMNTE3_rema (HalwpaéTcs rnaBHbIM — 06pa3oM
npu geuunTe Xenesa), Tak U nopmanbHas gudhepenympos-
Ka KNeTOK — MpeflecTBEHHUKOB 3pMTPON033a B 3penble KieT-
KW KpacHoro psiga (oTMmeuyaeTcd npu geduumte BuTaMuHa Bi
n onneBoin KMcnoTbl). CyLLeCTBYIOT TakXe CMellaHHble hop-
Mbl Ae(ULUTHBIX aHEMWIA.

AHemMuW, PRATTUKAWTTINE MNPy -ANNTaTOYNOM  KONMYecTBe
OCHOBMbIX FEMOMO3TUUYECKUX BELLECTB, MO MPU_OTCYTCTBUU UX
YCBOEHUS KOCTHbIM MO3rom, nonyuunu nassallme axpectuue-
ckux "{AT~Tpeyeckoro achresia, 4To 3HA4YUT «He MCMO/bL30-
BaTb»), MPUUYNHON HEYCBOEHMA yalle BCero ObiBaeT geduumt
nnn 6nokaga PEpPMEHTOB, OCYLLECTBAAIOLWMNUX CUHTE3 BeLlecTs,
Heo6X0AMMbIX [ANA UCMO/Ib30BAHWSA KOCTHbIM MO3rOM >Kejesa
nnn BUTamunHa Bz,

HapyweHue KpoBoo6pa3oBaHUs MOXeT BO3HWKaTb Npu no-
paXeHWNW camMoro KOCTHOrO Mo03ra, YTo Habnogaetca nNpu WMH-
TOKCUKaLUNAX, BO3AENCTBUM MOHM3UPYIOLLERA paguanmm, MeTa-
cTazax onyxofei, meTannasMyM KOCTHOrO MO3ra.



I’ aToii rpynne OTHOCATCH aHeMWW, B BO3HWKHOBEHWU KOTO-
pbIX FNaBHYK pofib UrpaeT AeuLUMT Xefe3a B opraHu3me.
3Tunonorusa n natoreHes. MNMpUUYMHbI BOSHUKHOBEHMWSA Xene-
304eMUNTHBIX aHEMWIA pa3uyHbl. BOMLLWIKWHCTBO CAyvaeB
CBA3aHO C O KPbITbIMU WAW ABHbIMW [/NTENbHBIMUA KPOBOHO-
TepAMH (ypoTwwyec-ren(l TTocTremopparmyeckme aiuwmrr). HpH—

YnHaMK feduumnTa XKenesa MOryT GUTb&CU/ICMHbIM ero pacxoj

(Hanpumep, npu 6GepeMEHHOCTU M KopMmeHun pebeHka) mo-
HUXXEHHOe BCacblBaHWe (ToTanbHad WNM Cy6TOTaNbIWS pe3oK-
una /Keny,qKa — wmrar.tpn IT.nil ft AHE Mil K- yy NMANIEHNE  601bLIUNX
OT[EeN0B TOHKOM KULWIKW — aH3HTepanbnas aHemus, N'3abone-
BaHUA TOHKOro KWLWeYHUKa C CUHAPOMOM HeAOCTaTOYHOro
BCcacblBaHMA W Ap.). OTHOCUTENLHO peako AeduuuMT xenesa B
opraHuM3Me HacTynaeT BCNOACTBMENefoCTaTKa >Xefie3a B MNU-
e, 3a MUCKOYEHMEM feTeld, Moaydvalolmx NpenMyL,ecTBEHHO
YrNeBoAHOE NUTaHMEe C MaNbiM COfepXXaHWeM B MuLLe >XXUBOT-
HbIX 6e/KOB, a CnefoBaTeflbHO, Few MHOro Xenesa (NyTpUTUB-
uble avemumn pgetcii)fi< 7* '

Yauie Bcero xenesofeuuuUTHble aHeMuUW pas3BMBalOTCA
npu coveTaHUM HECKONbKMUX HebnaronpusTHLIX (hakTopoB, Ha-
npuMep XPOHWYECKON KPOBOHOTEPH WM axwvu., MNOBbILEHHOTO
pacxofa Xenesa W HeNpaBUNbHOIO NUTaHUA. b cTpaHax Xap-
KOro KJumaTa 4acTo OTMeyatoTCA [/IUCTHble XCNe3ofepuumnt-
nble aHeMumn (aHKUNOCTOMMAO03, MLICTOCOMATO3 U Ap.). Y ge-
BYLIEK BCTpeyaeTcsa XenesofouuuTHas aHeMus, Hocswas
Ha3BaHWe HBEHUNbHOrO Xfiopo3a («6negHoli nomoum»”. Mpu-
YnHa geduunTa >Kenesa npu 3To GopMe TOUHO HEU3BECTHA.
OG6bIYHO M y MaTepell HaxoAAT Xenes3oAe(UUUTHYI aHEMUIO.
Pe6eHOK MonyyaeT OT MajIOKPOBHON MaTepu HefOCTAaTOYHO Xe-
nesa. 10T Ae(UUUT TPYAHO BOCNONHAETCA MNUTaHWEM MK3-3a
Ma0X0ro anneTuta, YTO B CBOK OYepefb CBA3AHO C HU3KUM
cofepxaHvem >ene3a B (DePMEHTHbIX CUCTEMAX XenyLo4Ho-
KWLIEYHOro TpakTa.

K nepuosy NoM0BOro cO3peBaHUs y Mab4yuKOB AepuuuT
Xefesa ncuyesaeT, rak Kak aHAporeHbl yCUAMBAKOT ero BCachl-
BaHWe; 3CTPOreHbl >XXe TakMM CBONCTBOM He ob6bnagatT. Haua-
N0 MeHCTpyauuii y aeBoYek euwie 60Mblue yCMAMBaeT feuuunt
Xenesa. 3T0 U NPUBOAUT K Pa3BEPHYTON KANHAYGEKOM KapTu-
He paHHero XxJjoposa.

"YenesogepuumnTnbie aHeMUK BCTPeYardTCA 4alle BCeEX OC-
TanbHbIX (HOPM aHeMuil. ITO CBS3aHO, C OfHOW CTOPOHBLI, C TeM,
4YTO BCE XPOHUYECKMe NoCTremopparnyeckue aHemMun SBAUIOT-

{



CA MO CYLeCTBY >Xene3ofePuUUTHbIMU, a C APYroi —c oco-
6eHHOCTAMU 06MeHa efne3a B OpraHu3Me, CO3JalOWUMU U3-
BECTHble MPeAnoChLIIKA ANA BO3HWKHOBEHUA AeduuuTa ero.

Mpu poxpaeHun pebeHoK nonyyvyaeT o7 matepn 300—
600 Mmr xenesa. B panbHelllemM KONMMYECTBO Xenesa yBeamyu-
BaeTCA 3a CYET MOCTYNNEHWUs C Nuuiei, Tak 4TO B OpraHuM3me
B3pOC/IOr0 4YenoBeka cogepxutca o1 3.5 go 6 r xenesa:
60% ero BXOAMT B cOCTaB remornobuHa, ocTtanbHoe cojfBp-
XWUTCA B K/IeTKax pasHblX OpraHos," BXOAUT B COCTaB Tpau-
ctheppumna, muornobuHa, MHorux gepmeHToB. CyToyHasa noTe-
ps Xenesa OpraHM3MOM HUYTOXHA — NPUOBAU3UTENLHO 1 M B
CYTKU (CO CNYLEHHbIM 3NUTENNEM KULIEYHUKA, C XKENYblo, MO-
4yoil, NMOTOM, BoOjOCamMu). XXKEHUWMHbI B MepMOf MeHCTpyauuu
(3—4 pgHA) TepatT 60nblwe xenesa (o1 5 go 15 mr), a npu
0O6UMBbHBIX W 3aTSHKHbIX MeHcTpyauuax — ot 30 go 90 wr.
Jobble gnuTenbHble KpoBomoTepn (Npu 3aboneBaHUAX Xeny-
JOYHO-KULLIEYHOr0 TpakTa, FUCTHbIX WHBA3UAX, KpoBOTeYe-
HUAX W3 MOYENoNOBOr0 TpakTa, remopparvyeckux pmartesax
M T. N.) MOryT CYLLeCTBEHHO YMEHbLIMWTb 3anachbl >ejes3a B
opraHusMe. >XenyAo4yHO-KULIEeYHble KPOBOTEYEHUSA He BCerga
CBOEBPEMEHHO pacno3HalTcA. MeneHa nosfBaseTca nNpu note-
pe ¢ kanom 100—150 mn KpoBKM, peakuunsa FperepceHa Ha CKpbl-
TYI0 KPOBb AaeT MONOXWUTENbHbIA pesynbTaT B Cly4yae npume-
CU K Kany He meHee 20 M/ KpPOBM 3a CYTKMW. [loTeps Xe MeHee
10—15 M KpOBWM C KanoM He BbiABAAETCA 0OblYHbIMKU Nabo-
paTopHbIMU METOLAMMW U OCTAeTCA Hepacrno3HaHHON. BbIABUTL
€e MOXHO C NOMOLLbIO PagMou3oToNnnoro uccnegoBaHus ¢ Met-
Ko aputponnToB-UCT.

OCHOBHbIM WCTOYHWKOM BOCCTAHOBMEHUA YTEPAHHOIO >e-
nesa sBnfeTca nuwa. B npogyktax, KoTopble ynoTpebnser
YenoBeK, COLEePXMUTCA OpraHnyeckoe U HeopraHM4Yeckoe XKefe-
30. Oco6eHHO 60raTbl Xefie30M MACO M MeYeHb; MHOFO ero B
xnebe, 6060BbIX, Ar0Aax, HEKOTOPbIX PpyKTax. JSly4ywe Bcero
yCcBanBaeTCs Xeneso, BXoadlee B cocTaB rema (T. €. B XXMBOT-
HbIX NpoAykTax). B cyTo4YHOM paumoHe 06bIYHO COLEpPXUTCH
oT 10 go 20 mr xenesa, 0OAHAKO abcopbumpyeTcs B XenyaouHo-
KW eYHOM TpakTe Bcero 2,5—5 wr.

MocTynuBliee C MNuUWLER >ene3o nojBepraeTca Boagenf-
BUIO XXeNyL04YHOro CoKa, Nnof BAWAHWEM KOTOPOro NMpomMcxogsT
NoHM3aLNs Xenesa’ peakyma socctaHoBneHns (Fe3+ >Fe2+).
obpasoBaHMe KOMMEKCHbIX HU3KOMOMEKYNAPHbIX pacTBOpU-
MbIX coefuHeHui. CongHas Kucnota yyacTBYeT B 3TUX MpO-
Leccax, HO He urpaeT pelwatouieid ponn B perynsymnm abcopb-
U1K xenesa.



ViccnefoBaHUA € pafguoaKTUBHLIM XKefne3oM, BBOAUMbIM C
nuweid 340pOBbIM NOAAM U MLAM, CTpajallWwnM axaoprugpu-
eil, Mokasanu, YTO pasHMLA BO BCACbIBAHUU >Kefnes3a He Ha-
CTONbKO BENMKA, 4YTOObl MOXHO Obl10 ax/IOPruapuio cYuTaTb
NPUYUHOW aHeMuu.

Beayuwas ponb B perynsayum abcopbumm xenesa npuHagne-
XWUT CAM3UCTON 060/7104Ke TOHKOTO0 KuUlleYyHWKa. BcacbiBaHue
Xenesa MPoOWCXOAMT FNaBHbIM 06pa3oM B ABEHAaALATWUMEPCTHOM
KWLWKe W B BEPXHWUX OTAenax Toweh KuWWwKU. ITOT npouecc
BeCbMa C/IOXHbIW: MOCTYM/IEHUE Xefne3a U3 NpocBeTa KULWKKN B
3NUTeNuii cnu3ncToli 060M04KK, NepeHoC ero W3 KNeTku B
nnasmMy U HakomnjeHue >Kenesa B K/ieTKax CAU3NCTON 060/104KM
KMlWeYyHMKa. 3axBaT Xefiesa M3 MpocBeTa KULWIEYHUKA OCy-
uecTBnseTcs NnyTeM aAcopbuum ero WeTOUYHOWR Kalimoi B mpo-
Llecce MPUCTEHOYHOrO MulieBapeHus. MepeHOC U3 KIeTKU B
nnasMmy npeactaBnsieT cob60i CNOXHbIA (hepMeHTaTUBHbIN Npo-
Liecc, B KOTOPOM y4acTBYHT (epMeHT TpaHctepasa U BbICOKO-
MONEKYNApHbIA 6eN10K— «HOCUTENb». CKOPOCTb MepeHoca Xe-
ne3a B Mfia3My 3aBUCMT OT MOTPe6GHOCTM B HeM Opranuima; B
yCnoBusx peguumTta >Xenesa ona Bo3pacTaeT. BcacbiBaHWIO
Xefnesa cnoco6CTBYIOT codepxaliuecs B nuile 6efku M amu-
HOKMCNOThI, UMelowme cynb@rugpuibHble rpynnol.

YacTb MOCTYNMBLLEro B KNeTKY >Kenesa HakannMBaeTcs B
neii B BUAe theppuTrHaA — Xenesa, CBA3aHHOro ¢ 6enkomM (amno-
(heppuTHOM). Hebonblias 4YacTb 3TOr0 Xefesa NepexoguTt B
nnasMy, OCHOBHas e 4acTb 3afiepXuBaeTcs B KNeTKe U Te-
pseTca BMeCTe CO CAyLWMBaKOLWMMCSH 3NUTeNMeM, YTO NpeaoT-
BpalwaeT M36bITOYHOE NOCTYNNEHWe >Kenesa B KPoBb. lMocTy-
nalouiee B Naasmy >Xene3o 3axBaTblBaeTcs Pi-rnobynnHOBbLIM
KOMMNAeKCcoOM — TpancdeppnHoMm (cuaeponanHoM) U AOCTaB-
nseTca B KOCTHbIA MO3r M ApyrvMe opraHbl — [ieno >xenesa; B
HUX >Xene3o COAEepXMUTca B BuAe deppuTuna u remocujepuna.
Y 340p0OBbIX NOfel TpaHC(eppun He MOMHOCTbH HaCbILLEH
XKEenesoMm; npu xenes3ofeuUUTHbIX aHEMUAX HaCbILEHNE €ero
elle 60MblUe CHWXXaeTca, MO3TOMY ANA CYX[EeHMS 0 noTpeb-
HOCTU OpraHu3Ma B XKenese crefyeT onpefenaTb He TO/bKO CO-
fepXaHue Xenesa B CbIBOPOTKE KPOBM, HO U 06LLYI0 Xeneso-
CBA3bIBAKOLLYI0O CMOCOGHOCTb ChIBOPOTKM  (T. €. KONMNYEeCTBO
XEnma, KOTopoe MOXeT 6biTb CBfi3aHO ‘100 M/ CbIBOPOTKM),
HeHacbILEeHHYIO Xene30CBA3biBalOLLY0 CMOCOOHOCTL M Mpo-
LLeHT HacbllWeHnsa TpaHcheppnHa (cuaepo@uanHa) >Kefesom.

OcBob6oXaeHMe xenesa U3 TpaHcheppuHa B KOCTNOM MO3-
re akTUBMpyeTca ackopbuHoBoi kucnotoin n AT®. Ana mobu-
nn3auumn 3anacoB >Kenesa W3 TKaHel u yTuausaumm mx meob-



X0fMMa B KayecTBe KaTanus3atopa Mefb. [epuunut meaun B Nu-
e MOXET NPUBOAUTbL K PasBMTUIO aHeMuun. ITO HabnwpgaeTcs
y heTel, ANUTENbHO NUTAKOWUXCA TONbKO MOMOKOM. B 06blu-
HOM paLMoHe MeAu COAEepXMTCA BCerga AocTaTtouHo. B npouec-
Ce KPOBETBOPEHMSA Yy4acTBYKT TakXe KobanbT, HUKENb U Map-
raHel, HO TOYHO PONb UX He YCTaHOB/AeHa. CuMTaeTCcs, YTO OHU
aKTMBUPYIOT BbIpaboTKy 3pMTPOMNO3TMHA.

KnnHunyeckaa kapTuHa. bonbHble >xenesofePuuuTnbiMu
aHeMUAMMK XanylTcs na cnabocTb, FoON0BOKPYXeHMe, ObICT-
pyto yTomnsemocTb. Hepeako y aTux 60NbHbIX UMeeTCAYKBpa-
WeHneBKyca-u 060NAHUA, CBA3AHHOE C YMEHbLUEHWEM cofep-
XaHusa xenesa B aNUTeNUN CAU3UCTBIX 060n04eK: 60NbHbIM
HpaBUTCA 3anax OeH3WHa, KepOCWMHA, BbIX/IOMHbLIX [a30B, OHU
eaaT Mefn, rauny, 3emal. OTW xanobbl HOCAT Ha3BaHWe pica
chlorotica. Oco6eHHO OHM XapaKTepHbl ANS  HOBEHWUILHOIO
Xnoposa.

KOoXHble MOKPOBbl WU CAU3UCTbIE 06010YKM Y  BONbHBIX
006bIYHO 6nefHble. MOCKONbKY LBET KOXMW 3aBUCUT elie MU OT
rny6uHbl pacnofioXKeHUA KPOBEHOCHbIX COCYAOB, 61eAHOCTM
MOXeT He ObITb. BcneacTsme geuumTta Xenesa Koxa CTaHO-
BUTCA CYXON MOEAO-N Bopochbl-noMmkumu* XXctyfosgaa M~ku-
lWeyHas CeKpeHUs Hepeako CHUXeHa. CO CTOPOHbl BHYTPEH-
HUX OPraHoB CNeunMPUYECKUX W3MEHEHMWIA 06bIYHO He ObiBaeT;
y GOMIbHbIX C XPOHWYECKOW MNOCTreMopparnvyeckom aHemuen
BbIABMATCA NPU3HaKM TOro 3abonesaHus, ¢ KOTOPbIM CBA3a-
Ha KpoBonoTeps. [eByLWKu, cTpajallme X/J0p0o30M, Kak npa-
BWMO, WH(AHTWUAbHBI; Y HUX BCTPEYalTCA pasnyHblie Hapy-
WEHUA MEHCTPYanbHOro LMKNa — 0T 06MAbHBIX MOHET; ;*auuii
BMAOTb [0 ameHopeu, runonnasnsg Matkm U AnNYHUKOB. [pu
aracTpasbHON aHeMuu, KpOMe CMMMNTOMOB, CBSI3aHHbIX C Ma-
NOKPOBMEM, MUMEITCA Kanobbl, 06YyCMoBAeHHbIE pe3eKLuuel
Xenyaka u 3abonesaHuem, Mo noBoAy KOTOPOro OHa MpOW3BO-
Avnacb. B no3gHue cpoKM nocne TOTalbHOW pe3ekuumn Xenya-
Ka aHeMUs CTaHOBUTCA CMeLaHHOM, TaK KakK npucoefnHsaeTcs
fednumnt ButammHa B (cm. nogpasgen «B/M-geduumtnble
aHeMUmn»).

Mpn [ANTENbHOM  CYLLECTBOBAHUM  >Xene3ofePpuUUUTHON
aHeMUKN HacTynawT fucTpounyeckne U3MEHEHUS B CepAeYvHOl
Mbiwe. MosBAAKOTCA Xanobbl Ha OAbIWKY U cepauebueHue.
Cepfue yBenumyumBaeTCcs B pasmMepax, Haj HUM U Haf WenHbIMy
BEHaMMW BbICNYLINBAETCA CUCTONMYECKUIA WyM. TynbCc Npu Ha-
rpyske yualleH. ApTepuansHoe AaBfieHUe 0ObIYHO HECKO/bKO
CHMWXKeHO. Ha 3KI BbIABAAKTCA NPU3HAKW JUCTPOPUU MUO-
Kapga.



B neputepnyeckoii KpoBM 0TMeyvaeTca YMETITATTETIVE TLLI.TTH
IPUTPOLNTOB NPU BbIPpaXXEHHOM CHWXEHUWN YPOBHA TEMOII0-
OLLIT™ LiBeToBOWM nokasaTenb Mostomy Huskuin (0.8—0.6”. O6-
wnm anga BCeEX )Kel'le30,ﬂ,e(hl/lLl'VlTHbIX aHeMU SBNAETCS HU3KOoe
cofep>XaHue CbIBOPOTOYHOro »enesa (Huxe 800 mkr/n) npu
HOpManbHOM 06LLeil Xene30CBsA3bIBAOLLCIA U MOBbILWEHHOW He-
HacbILWeHHOM >ene30CcBA3biBalOW el CNOCOGHOCTU CbIBOPOTKU.

Mo Mepe nporpeccnpoBaHunsa 3aboneBaHnsa nNOSBAAKTCSA
MUKPOLUWMTO3, ann3ounTos. |_|pl/l aHeEMUAX, CBA3AHHbIX C KpPOBO-
noTepsAMU, XapakKTepeH PeTUKYIoLUTO3.

Mpumepnblidi  aHanu3 kpoBu: 3p. 3106 VWb GO r/n, uB. nokasa-
Tenb 0,6, petukynoy. 3%, Tpomb6ouy. 2-105 n. 5,3¢103 n. 5%, c. 52%,
numa. 38%, moun. 5%; CO3 18 MM/4; aHM30LNTO3, MOMKWUIOLMTO3, FMNO-
XpOMUS 3puTpounTOB. Xeneso CbIBOPOTKM KpoBWM 560 MKr/n.

Lns noctremopparmyeckmx aHemuii nNpu pake XapaKTepHO
nosesnenne Hopmo6nacToB (FrTOPMOLMTOB).

TeueHne enes3ofePUUUTHLIX aHEMWUI, CBA3AHHbLIX C KpPO-
BONOTEPSIMU, pe3eKuMen Xenygka unu 3aboNeBaHUSMU KU-
WEeYHMKa, a TaKXe MX MPOrHO3 3aBUCAT OT OCHOBHOrO 3abone-
BaHMS. TPOrHo3 MNpu HBEHUNLHOM X/10p03e 6MaronpuUATHbLINA.

[JnarHo3 OCHOBbIBAeTCA Ha HaNU4YMW  TUMNOXPOMHOWN aHe-
MWW, HU3KOM COAEPXXaHWWM CbIBOPOTOYHOrO Xenesa U codveTa-
HUN B KNIMHUYECKON KapTWHe CMMMTOMOB aHemMuu n geduumTta
Xenesa. MNpu nocTremopparn4yeckoM xapakTepe aHemuu Heob-
XOAWM AnarHo3 3ab60neBaHUs, Bbl3blBAKOLLETO MOBTOPHbIE KPO-
BonoTepu. Mpu aHeMun y 6epeMeHHbIX 06bIYHO BbISBAAOTCA
conyTcTBylOWMe 3ab60/seBaHUA, CHMXKalLiMe BcacbiBaHUe Xe-
nesa.

XenesofepuumnTtHole aHemMun AudhepeHUMPYOT OT cupe-
pPOaxpecTUYecKMX WU reMoUTUYECKMX anemuini  (CM. HUXe).
OC06eHHO BaXKHO YCTaHOBNEHME MOCTreMopparnyeckoro Xa-
pakTepa aHeMuun. M aeHTUYHOCTb NabopaTopHbIX AaHHbIX W
KNMHUYECKNUX CUMNTOMOB [PYTMX >Kene3ofeuuuTHbIX aHe-
MUA MOXEeT OblTb MPUYMHON HEAOCTAaTOMHO HACTOMUYMBOrO Bbl-
AB/IEHUA UCTOYHMKA KPOBOMOTEPMW, & TeM CaMbiM H Headek-
TUBHOIO JIEYeHNS.

JleyeHve Xene3ofeULNTHBLIX aHeMUi

MaToreHeTUYECKUM CPOACTBOM JfleUEHUS XKene3oaeduuymuTnbixX
aHeMuil ABnAOTCA npenapaTtbl Xenesa. B 60nblIMHCTBE CAy-
yaeB fieyeHmne npenapaTamu Xenesa BHyTpb 3hdekTUBHO. Mpu
XenesofeuUUNTHbIX aHEMUAX BCerga 6blBatlOT UCTOLLEHbI 3a-
nacbl )Xefiesa B opraHu3Me, Mo3ToMy Npuem TpenapatoB He



[laeT yBe/IMYEHNS COfepXXaHWs remornobuHa paHblue, Yem 4e-
pe3 3—4 nej OT Havana nevyeHus. BTopbIM yCnoBUEM ycnexa
NeyvyeHUsa ABNSETCA Ha3HauyeHue AOCTATOYHO 3IPPeKTUBHOW [O-
3bl. BBMAy TOro 4to Xenypounaa€kpéunma umeeT 3HayeHue
‘Tplra'scacbiBaHHA U YCBOEHMWSA >Xenes3a, BCe Mpenapatbl  Haao
NPUHMMaTbL BO BPEMSA efbl MAM cpa3y nocne Hee. MNpuem cons-
HOM KUCNOTbl OAHOBPEMEHHO C >XXKE/Ie30M B HACTOsiLiee BpeMs
cuMTaeTCs HeuenecoobpasHbIM; K TOMY e CO/NfHasfA Kucnota
NopTUT 3yObl, 0COGEHHO Yy AeTeil.

Haunbonee ctapbiM npenapaTom SBMSAETCA BOCCTAHOB/EH-
Hoe >xene3o (Ferrum hydrogen, reduct.). Ero HasHavaloT
3 pasa B feHb no 1 r. OgHaKo MHOrue 60/bHbIe N0X0 nepe-
HOCAT ero M3-3a AMCNENnCUYECKUX paccTpoiicTB. MeHblie pas-
ApaxaeT CAM3UCTYO 060/10UKY OKenyfAka flakTaT Kejesa
(Ferrum lacticum), KoTOpblii HazHayalT 3 pa3a B AeHb Tak-
Xe no 1r. OddekTnBNbIMA NpenapaTtaMu ABAAKTCA cynbdaT
Xenesa, BbIMYCKaeMbllii Noj Ha3BaHWeM «(eppokanb», W rnu-
umn-cynbat xenesa (opgepon). Xopowo BcacbiBalTCA U
yCBanBalTCA npenapatbl, B KOTOPbIX XX€N€30 COeANHEHO C AIH-
TapHoi kucnoTtoil (pe3odepoH), acKopbWHOBOW KWUCNOTOW
(hbepponnekc), HUKOTUHamMugom (tepamMmunp). Y aayHbIM KOM-
O6UHMpPOBaHHbIM MpenapaToM AN NpueMa BHYTpPb fBAseTCA
reMocTUMynuH (COAEPXWUT remMaToreH, flaktaT Kenesa, Mefb U
rnioko3sy). Ero HasHauaoT 3 pas3a B AeHb Mo 1—2 TabneTku.
CyLLecTBYIOT elle MHOrvMe Apyrue npenapatbl, BblMycKaemble
pasfnyHbIMU UpPMaMu.

Bce npenapaTbl )Kefe3a HasHavyalwT Ha [AAUTENbHbIRA
CPOK — He MeHblle 4YeM na 3—4 nog no 2 TabneTkm 3 pasa
B feHb. 10 UCTeYeHNN 3TOro Cpoka Najo nepexoauTb Ma noj-
fLepXuBatolime [03bl TOro Xe nekapctea (no 1 tabneTtke 2 pa-
3a B fleHb) WU NPUMEHATb Mpenapatbl Xene3a NPOSOHIUpPO-
BaHHOro pgenctema (depporpas, eppocnan u gp.) no 1 1ab-
NneTKe B fleHb B TeueHue 4 nef. XXeHWMWHbl LOMKHbI ele B Te-
YyeHWe nonyrofa NpuMHUMaTh Xese*M A IHU1peTsHXKeTTNe~ Hegenu
nocne Kaxgoi menctpyauun. Ecnym xene3o HEBO3MOXHO Npu-
HUMaTb BHYTPb (A3BeHHad 60/e3Hb, pe3eKuUsa KULIKWA, 3HTe-
pUT 1 T. N.) unn enlCKpaitHe MNA0X0 MepeHOCUT 6ONbHON, MC-
NoNib3yKOTCA MpenapaTbl NapeHTepanbHOro Beegenua: Qop6H-
Ton, thepkosen, xekTtogep u gp. Xektodep (ekTodep) BbiNycC-
KaeTcs B amnyfax no 2 ma, cogepxawmux 0,1 rxenesa; BBOAAT
BHYTPMMbILWEYHO M3 pacyeTa 1,5 Mr enesa Ha 1 Kr macchbl
Tena, T, e. 2 M 601bHOMY C Maccoil Tena 60—70 kr. Ha kypc
neyenns 10—20 nHbekuuin. dPepbuton (Keneso ¢ COpoUTOM)
BBOAAT BNYTPHMbIWEYHO N0 2 M €XeAHEBHO B TeyeHue



20 gHen. depkoBeH (Kenes3o C Ko6anbTOM) BBOAAT BHYTpPWU-
BEHHO N0 2—5 M1 B TeyeHue 15 fHeli; pacTBOP He AOMKEH Mo-
nagaTtb nof Koxy. lNpenapaTbl XXefne3a MOXHO Ha3HayaTb Of-
HOBPEMEHHO C KoaMugom (BHYTpb 3 pasa B feHb no 0,1 r nau
nog Koxy no 1mn 1% pactBopa), cofepxalimMm KobanbT, Cro-
COBCTBYIOLLUIA YCBOEHUIO Xenesa.

B nuweBoil paynoH 60MbHbIX AOMKHbI BXOAUTb MPOAYKTHI,
6oraTble XXene3om: MsCO, NeyeHb, NOYKM, pbiba, 6a0fa U3 re-
matoreHa, pykTbl u oBowwu. Cneayer MNOMHUTb, 4YTO ferye
M ObICTpee yCBaMBAETCH >Xee30, COAepXalleecsd B XUBOTHbIX
npofyktax (reMWHOBOE XXefie30), a He B pacTUTENbHbIX.

HauvHaTb neyeHue XenesofePUUUTHLIX aHEMUA C remo-
TpaHcy3nin HenpaBunbHO. K remoTpaHchysusm  cnegyet
npuéeratb B cayyasx aHEMWUYeCKOW KOMbl MAM MpW NOArOTOB-
Ke K onepauuun. HasHavyeHue BuTamuHa B2 npu xenesopetu-
LUTHbIX aHeMusaxX HeuenecoobpasHo, TakK Kak ero geduumrta
HeT.

Mpy XpPOHMYECKON MOCTreMopparnyeckoik aHemuu, Kpome
NneyeHWsa npenapaTaMmy xenesa, He06X0AUMO YCTPAHUTb UCTOY-
HWK KPOBOMOTEPM W MPOBOAWUTL JieyeHMe 3aboseBaHUsA, CO3-
JaloLWero UM ycunusatoLwero geuunT xenesa.

NeyeHne aracTpanbHbIX aHEMWUIA AOMKHO ObITb KOMMIEKC-
HbIM: Mpenapartbl >enesa, acCKOpObMHOBAsA KUCNOTa, NOMHOLEH-
HOe nuTaHue, BUTaMuUH B2 (Npy nosfBneHWM NPU3HAKOB ero
peduunTa). BoNbHLIM, NEPEHECLUNM TOTANbHYIO Pe3eKLUI0 Xe-
nyaka, uenecoobpasHo  Ha3HayaTb C MPOQUIAKTUYECKON
uenoto ButamuH Bz (1 pa3 B mecsy no 100 MKr) m Kypchbl Te-
panuu npenapatamu xenesa (2 pasa B rog no 1—IVz2 mec).

JleyeHne aH3IHTEpanbHOW anemMuy JOMKHO 3aKnw4aTbCs B
Ha3HaYeHUW AueTbl, 60raToil nerko ycsosembiMn 6Genkamu u
BUTAMUHAMW, NapeHTepasbHOM BBeJEeHWN MPenapaTtoB XKesesa,
BUTaMWHA B12 1 ¢onuneBoli KMCAOTbI, aMUHONENTUAE, aMUHO-
KpoBUHa, amuHasona,TropiicllliMraz-nepenuBalil KpoBu, nnias-
Mbl. TMocne ynydleHns cocTaBa KpoBM C NMPOdPMNakTUUecKoi
Lefbl0 HasHayalT HeboNblMe [03bl BUTAMUHA Bi2 U Kypchbl
NneyeHus npenapatamu xenesa. lpn Hanuuyuum sHTeputa WUIU
3HTeponaTum 0643aTefIbHO UX JieyeHue.

2. XXENNE3OHACbIWEHHbLIE (CMAEPOAXPECTUYECKWE)
AHEMWNUN

YKene3oHacblUeHHbIMU (CMAEPOAXPECTUYECKUMU, WU CUje-
po6NacTHbIMU) Ha3blBAOTCS aHEMMUU, NPU KOTOPbIX 3pUTPOLM-
Tbl COfEPXaT Mano xenesa (TMNOXPOMHbI) He BCMeACTBUE fe-
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Puc. 2. Cxema cuHTe3a Tema (ynpolieHHas).

(huumTa ero B opraHuM3me, a NOTOMY, YTO OHO HE UCMOJb3yeTCs
KOCTHbIM MO3rOM A5 CUMHTe3a reMornobuHa.

3Tnonorna u natoreHes. B OCHOBe pasBUTUA cuiepoaxpe-
CTUYECKUX aHeMU nexaT HapylweHus cuHTesa rema. em —
coefjHeHNe MOPMMPUHOBBLIX Konew (MpoTonopupuH )c arto-
MOM enesa. locnegHee B CBOK OYepefdb COEAMHEHO C rnobu-
HOM, 06pa3ys MOnekyny remoriobuHa.

CwvHTe3 rema npegcTtaBnseTt coboli Lenb peakuuin (puc. 2),
B KOTOPbIX Y4acTBYKOT MHOrMe pepMeHTbl U KOEpPMEHTbI. Bbl-
[0ensoT TPU OCHOBHbIX 3Tana CuHTe3a: ob6pa3oBaHue 6-aMWUHO-
nes naawwy. kucnwuw,_ (AAK)4Y_cnHTes npotonopdupuHan
CMHTEe3 rema. Ha nepom 3Tane CuMHTE3a OCHOBHOe YyuacTue
npuHMMaeT KoepMeHT nupugokcanb-poctar, MNPOM3BOLHOE
BUTaMMHa B6. OH e y4yacTBYyeT M Ha APYrux atanax CUHTe3a
(HanpumMep, nNpu coefMHenun Xenesa Cc MNPOTONOPHUPUHOM).
Ha 3Tane o6pa3oBaHua NpoTONoOpPMpUHa aKTUBHO Yy4yacTBYHOT
perngpasa AJLK, gekap6okcunasa yponopgpapunoreHa u Kon-
ponopgupuHoreHa. [ns nocnefHero 3atana — COeAWHeHUne
npoTtonoppupruHa c XXene3oMm — HeobxoAMM (DEepPMEHT FEMCUH-
TeTasa; aKTMBUPYIOT 3Ty peakLuMio BOCCTaHOB/IEHHbIW FNyTaTu-
on u ackopbuHOBas KucnoTa.



Mpy OTCYTCTBMM NAU HeAOCTaTKe Kakoro-nn6o tepmeHTa
MOXeT 6/I0KMpOBaTbLCA CMHTE3 Ma NboM ypoBHe. Bcnegcteue
3TOro ymeHbllaeTcs obpa3oBaHMe NOPPUPUHOB U BO3HUKAeT
N30bITOK Xenesa B opraHu3me. MecTo 6/10Ka CMHTe3a BbISABA-
eTCA N0 YMEeHbLUEeHNI0 COofepXaHua nocnegyrowmx Gopm nop-
(DUPUHOB N YBENIMYEHUIO BblAENEHNA UX «MNPeSLleCTBEHHUKOB»
C MOYOi nan kanoMm. Hanpumep, npu 3agepxke cuHtesa AJIK
HakannuBaeTCca a-aMWHO-P-KCToaguMnunosad KWcCNoTa, Bblfe-
NeHune ee C MOYON 6bIBaeT yBeNMUYEHHbIM. [pu 3ajepxKe cum-
T0:?a npoTonopupuna yBeMYUBAETCA COLepXaHue KOnpo-
nopgpupuHa, a nHorga u yponophupuHa. depuunt nam oTcyT-
CTBME PEPMEHTOB MOXET OblTb HACNeACTBEHHbIM WUAW npuobpe-
TEHHbIM.

BbigenatoT ABe OCHOBHble (DOPMbl HacNeACTBEHHbIX
CArTOM0AaxnoCTUYECKNX MWeMUiA: NN NULOKCUH-3aBUCUMYIO 1
NMUPULOKCUH-PC3NCTEHTNYIO. BO3HNKHOBEHME UX CBA3bLIBAKOT C
HapylweHNeM reHOB, OTBETCTBEHHbIX 3a CMHTe3 (hepMeHTOB, pe-
rynampyruwmx noppupuHOBLIA 06MeH. TOCKONbKY 3TW rensbl
HaxogAaTcs B X-xpomocome 23-ii napbl, 601e0T 06bIYHO Masb-
YMKU, TaK KaK Yy AeBoYeK MmMeeTca BTOpad X-XpoMocoma, KOM-
neHcupytouwas pedekt. 3abonesaHne BCTpeyaeTcs ropasfo
pexe, 4Yem xene3ofe(nNuUUTRbIe aHEMUN.

Mpu NUPNAOKCUK-3aBUCUMBIX CULEPOaxpecTuyeckKmux aHe-
MUAX B CNyyae HasHayeHWsa nnpugokcnua (BUTaMuH BK) yBe-
NnunBaeTCA cofepXaHue remornobuHa B 3puTpoumMTax, uTO
Mo3BOfiAeT CYMTaTb aHEeMMUIK0 CBA3aNMNOi c AeduUUMTOM NUpuU-
pokcanb-tpocarta. Mpy NUPUAOKCUH-PE3UCTEUTHLIX aHEMUAX
Takoro agypekTa OT Ha3HavyeHMs BuTammHa B6 He HabntofaeT-
CA, MOCKONMbKY UMeeTCs HapyleHue ApYrux (epMeHTHbIX
CUCTEM.

KnuHunyeckasa kKapTuHa. AHEMUA BbIABNAETCA YyXe B pan-
HeM [JeTCTBO. Y Manb4YMKOB 6fefHble KOXHble MOKPOBbI, LeTK
6bICTPO YCTAlOT, COHMMBLI, Y HMNX Naoxas NaMAaTb, UM TPYLHO
yunTbca. MeyveHb M ceneseHka Y 60/bHbIX 0BbIYHO YBEIUYEHDI.
B kpoBu runoxpomnas aHOMWS C LBETOBbIM MoKasaTesieM nu-
Xe 0.8. CofepXaHue CbIBOPOTOYHOrO Kenesa YBe/IMYEHO, B
KOCTHOM MO3re MHOro Cufopo6nactoB. AU MpusHawl ABJTHKTI -
CA NaTtorHOMOWNYHbLIMU.

Mpumepnblli aHanu3 kposu: 3p. 3,2-106, lib 65 r/n, uB. nokasa-
Tenb 0,64, petukynou. 2%, n. 58m103 fA. 0%, n. 3%. c. 62%, numd. 30%,
mon. 5%; CO3 10 mm/4. CbiBOPOTOUHOE Xene3o 2800 mkr/a. Mpu nynk-
UMM KOCTHOIo Mo3ra BbIABAAKTCA CVI,D,ep06ﬂaCTbI.

HakonneHue >kenesa B opraHusMe NPUBOAUT K OT/IOXKEUNIO
Oro BO BHYTPEHHWX opraHax. B pe3ynbTarte 3T0ro mMoryr pas-



BUTHCA eBHYXouau3m (OTNI0XEHMEe >Kenesa B MOJOBbIX Xefe-
3ax), CaxapHblli gnabet (NopaxeHue NOMXENYAOUYHON >Kene-
3bl), LMPPO3 NeyeHW, HeAOCTaTOYHOCTb KPOBOOOGpALLEHUS.

[vnarHo3 cupepoaxpecTtnyeckoil aHeMWU OCHOBbLIBAETCA Ha
BbISIBNEHUN TMNOXPOMHOW aHeMMWU, BbICOKOTO COAepXXaHUA Cbl-
BOPOTOYHOrO Xenesa, cuaepo6nacToB B KOCTHOM Mo3sre. Jetu-
UMT PEPMEHTOB YTOYHAKOT nNyTem oOnNpejeneHns nNpoAyKToB
obmeHa NMoOp(PMpPUHOB B MOUE.

CupepoaxpecTUyeckyo aHemuo aguddepeHumpyoT oT
npuobpeTeHHbIX POPM cuAepoaxpecTUHecKUX aHemuil, Tanac-
ceMU 1 XenesofeunLUTNbIX aHEMUIA.

JleyeHve npenapaTaMy Xenesa He TONbKO He3IP(EKTUBHO,
HO 1 elle 60Mblle YBENMUYMBAET COLEpPXaHUe XXenesa B KPOBM
M cnocobCTBYeT reMocuaepo3y opraHoB. TOYHO TakK Xe MpPoTu-
BOMOKa3aHbl U MNepennBaHUsA KpPOBW.

MpumeHsaeTca yunpngokenn B fgo3ax oT 50 go 200 Mr B feHb
BHYTPb Uan no 100 Mr BHYTPUMbILIEYHO 2 pa3a B Nejesio B Te-
yeHue 2 mec. NMUPUAOKCUH LenecoobpasHo coyeTaTb C ackop-
6MHOBON M NaMTOTENOBOM KucnoTamu (COCTaBMNON 4acTbi KO-
thépMenTta A). Xopouwwii~[K33ynm;aT-noayyeH nNpu HazHayeHUwu
BMTamMunHa Be BMmecTe C cbipoli neveHblo. Hanbonee adhhekTu-
BEH caM KO epMeHT nupupokcanb-hocdart, TaK Kak uHorga
6blBaeT 6/10KMpOBaHa BO3MOXHOCTb Mepexoda MNPUAOKCUHA B
nupupokcanb-ocdar. Mpu HacneACTBEHHbIX (opMax fede-
HuWe BUTaMMHOM Be Hago moBTOpPATbL Mepuoguyecku. B cnyuae
pPe3NCTEHTHOCTU K Tepanuu BUTaMWHOM Be nNpumeHsAIOT aHabo-
NNYeCcKMe U anfporeHnble TOPMOHbI, fJakolinme Yy HeKOTOPbIX
60NbHbIX XOPOLIUIA pe3ynbTarT.

Lna ymeHblleHWA remoengepo3a OpPraHoB W CHUXKeHMUA
YPOBHS CbIBOPOTOYHOrO >Xene3a Ha3HayalT KOMMOKCOH [ec-
thepan. Ero BBogaT BnyTpneBeHHO no 500—1000 mr|c nepepbl-
BaMW, OPUEHTUPYACb Ha YPOBEHb Xefie3a B KPOBM U MPUCYTCT-
BMe cumaepobnactoB B KOCTHOM Mmo3re. BBegeHue pectepana
MCNONb3YIT TaKXe C AMArHOCTWYECKOW Lenblo: Mpu yBenunde-
HUM 3anacoB >ene3a B OPKHIM3Me B OTBET Ha BBefeHWe fec-
(hepana B MO4e MOSBNAETCH XENe3o.

MpuobpeTeHHblE cmpepoaxpectmyeckme \ aHemuu
BCTpeyaroTcsa y nuy 060ero nona, yalie B MOXWUIOM BO3pacTe;
3a60/1eBaHNE He HOCUT CeMeiHOro xapakTepa. MNpuynHa 6ones-
HW U HENOCPeACTBEHHbI (hepMeHTHbI AeeKT ne Bcerja fic-
nbl. OTMeYaeTca NUPNAOKCUH-3aBUCUMOCTb M NNPUAOKCUUN-PO-
3UMCTeNTNOCTb.

Cupgepoaxpectuyeckue anomum Moryi BO3HWKaTb Npu fo-
Yyenuu NpoTMBOTYOEepKyne3HbIMKU npenapataMu BCAeLCTBUE UC-



TOWEHUS 3amacoB nNupugokcanb-hocata, NPU  CBUHLIOBO
NUUTOKCUKALMMN BCeacTBUE 6/10Kadbl CyNbPruapubHbIX Tpymn
aernppasbl 6-aMUHONEBYIMHOBOW KUCNOThbl U TEMCUHTETA3bI.

KnnHuka n nabopaTopHble MCCNef0BaHUs CXOAHbI C TaKo-
BbIMW TpPU HaCNeACTBEHHOW CUAEPOaxXPecTUUeckoir aHeMuu.
NanonaTudyeckue ¢OpMbl CUAEPOAXpPecTUUecKoll aHeMuu Mo-
ryT 6biTb HayanoM feiiko3a WAM APYTUX 3/10KAYeCTBEHHbIX
3a60/1eBaHNIA, 0 Yem cnefyeT MOMHUTb MpPU MNpoBefeHUU AnUd-
(hepeHLManbHOW AMArHOCTUKMA.

JleyeHne Takoe e, KakK NpWM HacneAcTBeHHbIX (opmax
(C yyeToM NUPMAOKCUM-3aBUCMMOCTK).

3. AHEMUWN NMPUN JEPNLUNTE BUTAMUWHA BJ|2
N ®ONMEBON KNCAOTblI (MEFA/TOBNIACT11bIE)

K 3Toil rpynne oTHOCATCS aHEMWUKN, B BOSHUKHOBEHNMN KOTOPbIX
rnaBHas pofnb NpuUHagnexuT geduuuty BuTamuHa Blo uam
thonuesoin kucnoTel. Mpu gepuunte BuTammHa Bz B nartore-
He3e aHEMUMU"VMMeeT 3HayYeHWe BTOPUYHO BO3HUKalOLLee Hapy-
WeHne meTtabonusma (onuMeBoli KUCNOTbl. B HekKoTOpbIX CAy-
yasx aHemumsa 6biBaeT 00yCnoBAeHa COYeTaHHOW HefoCTaToM-
HOCTbIO 060MX remonoaTMYeckux ¢akTopoB (rnaBHbIM o06pa-
30M NpPU HapyLleHHOM BCacbiBaHUU WX B KULIEYHUKE).
AHeMUN 3TOM Tpynnbl HOCAT TaKXe Ha3BaHWe_Merano-
6nacTnbiX, Tak Kak npu gepuunte ButammHa Biz mnn donue-
BOW KWCMOTbl HapyllaeTca HOpPManbHOe CO3peBaHMe KeTOoK
KpacHoOro psfga u B KOCTHOM Mo3re (pexe — B nepudepuyec-
KOW KpoBM) O6HapyXwuBarwTcs Meranobnactel — cBoeo6pas-
Hble, 60nbLIKe, coAepXalne Ap0 KNEeTKW KpacHoro psaja.
ButamuH B)2 Wnpoko pacnpocTpaHeH B Mpupojge; 0cobeH-
HO 6orata UM XMBOTHAs Nula, NO3TOMY 3K30reHHas HefjocTa-
TOYHOCTb BUTaMMUHa Bi2 BCTpeuyaeTcs KpaiHe peako (Mpu Kop-
M/IEHUW [eTeil MOPOLIKOBLIM MM KO3bMM MOMOKOM). Bonblee
3HayeHne MMeeT 3HLOreHHas HeLOCTATOYHOCTb, HacTynakuias
npyv OTCYTCTBUU XeNyLOYHOT0 MYKOWPOTEMHA _WUW. PE3KOM
CHMXeHWUn ero cekpeuunm (60one3Hb ApaucoHa — bupmepa,
ToTanbHaa [UrrpskTomMus, 330(paro.ef0HOAHacTOMO3, pak Xe-
Ny[LKa, 0XOru >Xenyfka), HapyweHUn BcacblBaHUA BUTaAMU-
Ha B12 B KMWeYHNKe (OOLWINPHbIE Pe3eKUMM TOMKON KWLIKMK,
TepMUHaNbHbIA UNEUT,ALeNNaKUs U Apyrue aHTeponaTuu), uc-
NoNb30BaHUN BUTaMMHa Bi12 mapasutamu (4HHOUNN060TPMO3).
OCHOBHOE MecTO B rpynre ButamuH B~ tonneso)-gepuuymnt-
HbIX aHEMWIn NpuHagnexyT 6onesHn ApgucoHa — Bupmepa.



bonesHb ApamcoHa — bupmvepa

bonesHb ApancoHa — bupmepa, nnum merano6nactHas, NepHu-
LMO3HAaA aHemuns, BCTpeyaeTCs BO BCeX CTpaHax, OCOBEHHO
4acTo B ceBepHbIX. OBbLIYHO 6ONEOT NNLA MOXWUI0ro BO3pacTa,
cTpajatolime atpomneil cAM3NCTOR 060N0UKM XKenyaKa U axu-
nuen.

Ttuonorna n natoreHes. o 20-x rofoB Hallero CTOMeTUSA
3ab0NeBaHMe Ha3blBasoCb 3/10KAYECTBEHHLIM  MaNOKPOBUEM,
TaK KakK neyvyeHue ero 6bi10 6esycnewHbiM. B 1926 r. MaliHoT
n Mepdpu nonyymnum BnepBble XOPOLWWA pe3ynbTaT npu nede-
HUW aHeMuUn Cbipoil nedeHbto. B 1930 r. Kacn npegnonoxwun,
4YTO B MSICE COLEPXMWTCA BHEWHUI (DAKTOP, OTBETCTBEHHbLIN 3a
BO3HWKHOBEHUE 3ab0neBaHus, a B XeNyLOUYHOM COKe — BHYT-
peHHWA (akTop; B3aMMofeincTBMe 3TUX (PAKTOPOB AaeT remo-
no3TUYeCcKoe BELLECTBO, COAepXalieecsd B MevyeHW. BHeWwHum
(hakTOpoM ABNSeTCA BUTaMUH B2 (BbigeneH B 1948 r.); BHYT-
peHHWn dakTop npeacTaBaseT cO60A FAMKONPOTEUH (HOCUT
Ha3BaHWe racTpOMYKOMNpPOTenHa).

Cekpeuus BHYTpeHHero akrtopa napueTasbHbIMU KfeT-
KaMW Xenyfka MOXeT HapywaTbCA M0 pasHbiM MPUUYUHAM.
NmetoTca faHHble O 3HAYEHUM HAcNeACTBEHHbIX [e(eKToB
(ayTOCOMHO-peLeccuBHOe Hac/iefoBaHUe), a TakXe WUMMYH-
HbIX MeXaHU3MOB. Y MHOrMX 60NAbHbIX NEPNULUO3NOA aHEMU-
el B CbIBOPOTKE KPOBMW BbISIBAAKTCA aHTUTeNa NpPOTUB BHYT-
peHHero aktopa WAM NPOTMB NapueTanbHbIX KAETOK Xenyn-
Ka; B 4aCTW Cny4vaeB aHTUTena 06HApPYXMBAKTCA U B XeNy-
JOYHOM coke. HapylueHune cekpeuuu LWHTEPAHHMTO (akTopa
MOXeT HacTynuTb MpuU TOKCUMYECKOM BABAeWp3'nM na cnauvsu-
CTY0 060/104KY Xenyaka. MNpu Me* "MUTUYTPEeHHEero gak-
Topa BcacbiBaHWA BUTamumna-£~g "~ ponc\paut (unm on Bca-
CblBAeTCA B HMUYTOXHbLIX Konwuiobax). \

B xenyake 3gopoBbix N A BN N * P>2 (lwywkobanamumH)
B3aMmofeicTByeT ¢ BuyTpenn#» AT O o (" 1To\GecneunsaeT
BCAacblBaeTe ero B KMLEeYHU Knusme-kKpomE3nTamuH B
HaxoauTca B CBA3aHHOM ¢ 'Mcnsckokanamuuamu ,/ (6enkamm
KPOBM Tpex TUNOB) COCTOSHMUN-MMPE'MOCUTCA B MEYeHb, rae
HaxOAATCA OCHOBHblE ero 3anacbl.\ B ganbHeiillem BUTaMWH
B12 yyacTByeT B KPOBETBOPEHWU W ALNYrMx 6OUONOrUYECKUX
npoueccax.

ButamumH B12 cocTOMT M3 [BYX KOLOPMENTOB: MeTUNKoba-
nawHa n gesokcuageHosnnkobanammHa NS HOpPManbHOro
KpoBeTBOpenua neobxoguMM nepBblii KOGEPMEHT, NPpUHUMALO-
Wuii yyactme B cuHTese AHK. Oaunm m3 atanoB obpa3oBaHus



OHK aBnsetca nepexof ypuagnHmoHogochata (YMP) B Tu-
MugmHMmoHogochat (TMEP). B 3Toli peakumm akKTMBHasA pofib
NpUHagneXxuT POoNneBoi KUCNOTe, BEpPHOe, ee NPOU3BOAHbIM —
(honatam; nNpu OTCYTCTBUM MeTuAKobanamMmHa HapylaeTcs
LMKN npeobpa3oBaHWa (hONMEBON KWUCNOTbl, 06ecneymBatoLnii
nepexod YM® B TM®. Bcnegcteue atoro AHK, cogepxauias
TNMUAWUN, He ob6pasyeTcd, [efleHWe U co3peBaHUEe KNeToK
KpacHOro psajga HapylliaeTcs; OHU U3ObITOYHO pPacTyT, He yTpa-
yuBas agpa. ObpasyroTca Merano6nactol, KOTOpble HepeLKo He
CO3peBalOT [0 MerajnouuToB, NIeTKO TFEMOSIU3MPYIOTCS elle B
KOCTHOM MO3re.

OepuunTt BuTamMuHa B2 BbI3biBaeT HapylleHUs pocTa B
nerikoUuMTapHOM ¥ TPOMOGOLMTApHOM psijax, HO 3TO He Tak 3a-
METHO CKa3blBaeTcfd Ha MOpQonoruv n GyHKUUM KNETOK, Kak
HapylweHna B 3puTponoase. |

BTopoii KotepmenT X Ae3oKcuageHosnnkobanaMuH —
y4yacTByeT B 0OMeHe XUPHbIX! KUCAoT. Mpu HegocTaTke ero He
NMPOUCXOAMT Mepexofa MeTU/IManoHOBON KUCNOTbl B AHTapHYO
(koTopas nerko peanusyetcd m yukne Kpebca). Metunmano-
HOBas KUCNOTa TOKCUYHA LN HEPBHOW CUCTEMbl, OHA Bbl3blBa-
eT jJereHepauuito 3a4He6OKOBbIK CT0OM60B CMMHHOMO MO3ra MU
NPMBOAWUT K Pa3BUTUIO OAMNOrOLW3 KNacCUYeCKUX CUMNTOMOB
B12-getnunTHON (NEpHULMO3HON) aHEMUN — PYHUKYNAPHOTO
MUenosa. \

KnnHuyeckaa kaptuHa. bonesHp™ ApamcoHa — bupmepa
XapakTtepmsyeTca TpeMs rpynnamMmu CUMNTOMOB: NOPaXXeHus-
MU dKeNy[OoUYHO-KMLIEYHOro TpakTa,\KppBM M HEpBHOMN cucTe-
Mbl. Pa3BuBaeTcsa 60ne3Hb noctcneTw,: O6bLIYHO HE3aMeTHO
ons 60nbHbIX. [epBble Xanobbl Taram >e, YTO U NpK NHOOGOM
MasioKpoBuM, — cnabocTb, YTOMASEMOCTb, TFOMI0BHbIE 60K, rO-
NOBOKPYXeHWe, WyM B ywax. Bckope|k nuM npucoesnHsaoTCs
cybebpunbHas TemnepaTypa W >Xanobbl, CBA3aMNHbIE C aTtpo-
threli cnM3ucToih 060104YKN MULLEBOAA, UKENYAKA W KULIEYHU-
Ka. BonbHbIX 6eCNOKOAT 60K 1 OWYLIEHNE XOKEHUA B KOHYU-
Ke A3blka. bonu nosBAAKTCA MpU Npuemy KUCIOW M OCTpoit
nuWwK; S3blK BOCMANeHHbIA, ManMHOB®-Kpa<™u)ro uBeTta, C aT-
pogmeit cocoukoB («/laKMpOBaHHbIV») A3MeHennsa A3blKa HO-
CAT Ha3BaHWe rHTepoBCcKorcrrnoccmta/tlii cumTaeTca O4HUM
M3 KNaCCMUYECKUX CMMMNTOMOB MEPHMHWO3HOW aHeMuu, XOTH B
HacTosilee Bpems BCTpevaeTcsAganeta.,ne y Bcex 60/bHbIX.

ATpotusa cnnsncto n/nceona MOXeT BbI3BaTb
3aTpyaHeHna npgmTotaTTun uwmn. 0pn peHTreHOCKONUM Bbi-

CAN3NUCTOl 060M104YKN NuLe-
BOZA M XpAYyAKa, Npu racTpockonuu BUAHA YacTUUHaa UM To-



TaslbHas aTpogmsa CNM3UCTOM 060104KN. AXunmsa npu 6ones-
HWU AfgucoHa — Bupmepa ructamuuyyctoiiumea. ATpodus cnm-
31CTON 060M0YKN XenyaKa ¥ KULWEYHMKA MOXET OblTb NpUyu-
HOI MoHoca.

Koxa 60nbHbIX 6nefHas, cfnerka JIMMOHHOINO OTTEHKa.
Cknepbl CyOUKTEPUYHbI. Y PoBeHb 6UNHPYBMHA~KPOBM HEMHOTO
nosbiweH (15—25 mr/n) 3a cyeT Henpsmon pakumm (remo-
nns).

O6uiero ncToweHa 60MbHLIX, KakK MNpaBuMno, He O6biBaeT.

Mpy [ANTENbHOM MafoOKpOBUM BO3HUKAKT BbiPaXEeHHble W3-
MEHEHUS CO CTOPOHbI CepAeYHO-COCYAUCTON CUCTEMbI: AUCTPO-
hus Muokapaa, cTeHokapauTuyeckune 60au, BCnefcTBue rnmnok-
cum mMuokappa. lNMeyeHb HECKONbKO YBeNMYeHa, ceneseHka Mo-
XKeT NpowynbiBaTbCA, HO BbIpaXeHHas cnjenomeranns He-
XapakKTepHa ANA'MepHULMO3HON aHemMuu.
N Co CTOPOHbl HEPBHOW CUCTEMbl dyHUKyNsapHbIA MWENO3 —
fereHepauuns ¢ nocneayroLlium cknepo3om 3afHUX U HOKOBbIX
CT0N60B CNMHHOTO Mo3ra. ®YHUKYNAPHbIA MUENo3 NpPosBAAeT-
CA OlWYyLleHWEM NON3aHNA MypalleK, OHEMEHMEM KOHEYHOCTeMN,
HapyweHnem rny6oKoli 4YyBCTBUTENbHOCTU, CAACTUUYECKUM
napanapesom, T. €. KapTUHOI ncesfoTabeca. HapyweHus co
CTOPOHbI HEPBHON CUCTEMbl MPUBOASAT K aTakCuU; B TAXKENbIX
cnyvyaax (YHUKYNapHOro Mmuenosa 60nbHble MOryT nagaTb
npu xoabb6e, 0CO6EHHO B TEMHOTE M3-3a HAPYLUEHUS Y HUX KO-
OpANHALNW ABUXEHWIA.

Mpu aHemun Apgucona — bupmepa Hambonee xapakTep-
Hbl M3MEHEHUA CO CTOPOHbI KpoBW. KoOnM4yecTBO 3pUTPOLUTOB
pe3Ko YMeHbLUeHO, cofepXaHue remMornobuHa CHUXEHO, HO
LLBETOBOM MoOKasaTe/b BbleefWHULbI. [AFWPXpWLLK 06yc-
NOBfieHa HanuW4yvem B KPOBM MaKpoOLWUTOB WU MeranouuToB, AO-
cTurawwmx B gnamerpe 12—20Twm~(puc. 3)~ *

Vi3mepeHne pasMmepa 3puTPOLMTOB U rpaduyeckoe nsobpa-
EHMe MpoLeHTa KMeTOK pasHbiX AuMaMeTpoB (TakK HasblBae-
mas Kpusas [Mpalic-[>K0Hca) AalT CABUT BNpaBo, TaK Kak OC-
HOBHas Macca 3puTpoumToB MMeeT guameTp 9—10 mkMm. Xa-
pakTepHbl fAereHepaTWBHbIE WU3MEHEHWUA 3PUTPOLUTOB B BUAE
aHu3ouMTOo3a, NOMKUIOLUTO3a, BKKOYEHWS B HUX 06/0MKOB
a4pa, Tenbua Xonam m Konbla KeboTta. MmeeTcs TpomboLMTO-
NeHns u NelKoneHus c runepcermenTaluein sgep HeTpodu-
nos. CO3 06bl4HO yBenMyeHa. B KOCTHOM MO3re cMellaHHOe
HOpPMO- 1 Merano6nacTMyeckoe KpOBETBOPEHME; KpacHbIA poc-
TOK pasgpaxeH. Meranob6nacTbl npeacTaBnAOT cobol 60nbLINe
KNeTKW, cofepxawiue S4p0 C HEXHOW XPOMaTUHOBOW CeTbio;
MPOMEXYTKU MeXAY HUTAMU XPOMAaTMHA TOXE OKpalluBalT-



CA, HO MeHee WHTeHcuMBHO (cm. puc. 3). Ana meranobnactos
XapaKTepHO TaKXe paHHee NOsIBieHWe remornobuHa B LMUTO-
nnasme npu oTcTaBaHUMW B PasBUTUM siapa.

MpumepHbIA aHanni kpoBu: 3p. 1,3¢10s, Hb 58 r/n, uB. Nokasa-
Tenb 1,3, merano6bnactel 2:100, petukynouy. 0,2%, Tpomb6ou,. 1,2¢105
n. 2,8¢103 3. 1%, t0. 1%, n. 8%, c. 45%, numd. 40%, mon. 5%; CO3I
30 mM/4. B maske aHW30LMTO3, MONKWAOLMTO3, MaKpoLuWTO3, KOMbLa
KeboTa, Tenbua XXonnu, nonucermMeHTUpoBaHuble HeliTpounbl. Mue-
norpama: NyHKTaT APKO-KPaCHbIN, 3puTpoLUTapHbIA POCTOK cocTaBns-
eT 60%, meranobnactougHble afemeHTbl — 30% KpacHoOro psja.

Mpn ymMeHbWeHUN KOMMYECTBa 3PUTPOLMTOB A0 1¢10®—
6-1058 1 MKN MOXeT pa3BUTbCA aHemu4yeckas Koma (cowla
perniciosum) — TAXefoe COCTOSIHME CO CMYTaHHbIM CO3HAHU-
eM, 06W/bHLIM MOTOM, MafeHWeM apTepuanbHOro AaBfieHUs,
Taxumkapguei.

3aboneBaHMe OT/MYAETCA UUKAUYECKUM TedyeHuem. [o
BBEeJEHWUS MEYEeHOUHOW Tepanuu aHemus 6blna AeliCTBUTENbHO
NepHULMNO3HOMW, T. €. «rMbenbHOW», 60MbHbIE YMUpPanU Mnorga
yepes 2—3 Hej OT Hauyana KIAWMHUYECKUX MpPOsABAeHUI 6ones-
HW. laToreHeTnyeckas Tepanus B KOPHe W3MEHWNA TeuyeHwue
6onesHu. lNpumeHeHne BuTamumHa Bl pgaet 6nectawmii ag-
(hekT. TAXeNbIX KAMHUYECKUX (POPM Meprnuuuo3HON aHeMUU ¢
KOMOI W HapylweHWAMW MNepBHOMW CUCTEMbl MOYTU He BCTpe-
yaercs.

OnarHo3. [lokasaTenbCTBamu MNpPaBUIbHOCTM AMarHosa sB-
NAKTCA PETUKYNOUMTAPHbIA KPpWU3 M BbICTPOE YynydlleHue co-
cTaBa KpoBW Mpu fieyeHUy ButamuHom Bis. Ana B/A-gepmumnt-
HbIX anemuii NatorHOMOMUYHO YBE/MYEHWE COAepXaHus Me-
TUAMaNoOHOBON KUCNOTbl B MoYe. 3aTpyAHEHWS B MOCTaHOBKE
LvarHosa BO3HMKAalOT B Tex Clyyaax, Korga 60/bHble nonyya-
0T BUTaMnH B]2 6e3 yTOouHeHMa XapakTepa ManoKpoBuUSA.

Bo BCex cyyasx rMnepxpoMHoi aHeMun HeoH6XoAUMO Mpo-
BOAWTb PEHTreHONIOrMYecKoe WcCefoBaHUe >Kenyjgka W ra-
CTPOCKOMUIO AN UCKNOYEHNA paKa Xenyaka, a Takxke aHanu3s
Kana Ha aiua unm o6pbIBKW CTPOGU/bI LUMPOKOro NeHTela.

JleyeHne. Hannydwune pesynbTaTbl NpU nedeHUM 601€3HU
Apfvucona — bupmepa faet npumenenue sutamuHa Bi2 Ero
BBOAAT Mo 100—200 MKr exefHeBHO WU Yepe3 [eHb B 3aBU-
CMMOCTU OT COCTOAHMA 60/IbHOr0. Mpu NOBTOPHBLIX peungmnBax
60ne3Hn o3y BuTaMuHa B2 cnepyeT yBennuutb. Mpu QyHU-
KYynapuom Muenose ucCnonb3ywT 6onbwune [o3bl — 500—
1000 mKr.

MepBbIM MPU3HAKOM 3PHEKTUBHOCTU JleYEeHUs BUTaMU-
HOM B12 cnyXuT nosBneHue Ha 4—6-i AeHb PETUKYNOLMTO3a.



Puc. 3. KapTvHa KpoBW Npu MepHULUO3HON aHEMUMN.



Uepe3 2 Hed KapTuMHa KpPOBM CTAHOBUTCA HOPMaNibHOW, 4TO
no3BONAeT MepexofuTb Ha MNOALEPXUBAKOLWYO Tepanuio —
no 200 Mkr sutamuHa, Bi2 1 pa3 B 2 Heg wan paxe 1 pa3 B
mecs,.

MpenapaTel BUTamMuHa B2 ana npuema BnyTpb (6uonap,
6UhakTOH, MYKOBUT), NpeAcTaBnatoLL e coboii coegmHeHNe BU-
TamuHa Bi12 1 CBMHOro racTpoMyKonpoTeuHa, cebs He onpas-
fann. K CBMHOMY racTpoMyKonpoTemny ObICTPO BblpabaTbiBa-
I0TCA aHTUTeNa, Kak K yyxepogHomy 6enky. Ecnm B npouecce
NneyeHNs BUTaMUHOM Bi2 BO3HUKAET TMMNOXPOMUSA 3PUTPOLM-
TOB, Ha3Ha4alT npenapaTtbl Xenesa.

AHemuun npu gepuumnTe HoAMeBol KUCNOTbI

Mpu peduunTe honmesoli KWUCNOTbl pasBMBaeTCA FMNEPXpPoM-
nas aHeMus, NpuU KOTOPOI yBeNnYeHbl pasMepbl 3pUTPOLMUTOB
(MakpoLWUTO3); B KOCTHOM MO3re MOryT O6HapyXuBaTbCA Me-
rano6nacthbi.

[MlaToreHes aHemMun cBfA3aH C HapyweHuem cuHTe3a AHK
B KneTkax u3-3a geuumta onmesoii Kucnotel. Ponuesas
KNCNoTa COAEPXUTCH B XUBOTHbIX NPOAYKTAX, APOXXKaX, 3e-
neHn. fOeduumnt ee HacTynaet npuM HeLOCTATOYHOM MM He-
c6anaHcMpoBaHHOM (Mano6enkKoBOM) MWUTaAHUMW, AAUTE/IbHOM
310ynoTpe6seHMN ankoronemM, 3HTepuTax, 3HTeponaTuax u
Apyrux 3aboneBaHusAX, COMPOBOXAAKLWWUXCA CUHLPOMOM He-
[LOCTAaTOYHOr0 BCACbIBAHWSA, NPU LMpPpO3ax MevyeHU, NpuMeHe-
HUM HEKOTOpbIX JfleKapcTB (aHTumeTabonuToB, NPOTUBO3a-
4YaTOUHbIX CpeacTB, MPOM3BOAHbLIX (eHobapbuTana, UMKNO-
CEpUHOB U fAp..), BO Bpemsi 6epeMeHHOCTM B CBA3W C YCU-
NeHHbIM pacxofoBaHMeM KWCcnoTbl. OCO6eHHO 4acTo AeduuuT
(hoNMeBO KUCNOTbI BCTpeyaeTcs B TPOMUKAX, r4e OCHOBHbI-
MW €ero npuynHamyu ABNAKOTCA 6eNKoBOe rofojaHue U 3HTe-
pUTHI.

KnuHunyeckana kapTvHa. OTmevaloTcs 06lWue CUMNTOMbI
MafnioKpOBMA U U3MEHEHMA CO CTOPOHbI BHYTPEHHUX OPraHos,
CBAI3aHHbIE C UCXOAHbIMW 3ab6oneBaHusMU. OO6bLIYHO pa3BUBA-
I0TCS CTOMATUT U Anapes; NOPaXeHWs HEepPBHOW CUCTEMbl B BU-
e QYyUuMKynsapHoro muenosa He ObiBaeT. Copep)kaHue remo-
rnobuHa M 4Yncno 3pUTPOLUTOB CHUXEHBI, UMETCA MakKpoLu-
TO3 U TUMNEPXPOMUS 3PUTPOLMUTOB. YKCNO NEKOLUTOB U TPOM-
OLW W T W?CKOMbKO YMEHbLUIEHO. ~

JleyeHne JOMKHO 6bITb HampaB/ieHO Ma OCHOBHOe 3abone-
BaHWe. AHeMMs XOpowo noAjaeTca Tepanuu (ONMEBOW Kuc-



notoit B pose 5—15 mMr B cyTku. pu aHemMumn y GepeMeHHO
AN KopMsLLel >XeHWMWHbl npueM (DONMEBOl KUCNOTbl B A03e
1 Mr B AeHb cnefyeT Npojo/mKaTb U NpM HOpManu3auum cocrta-
Ba KpoBW. B cnyuyasx coueTaHHOro gecumumta GponmeBoil Kuc-
NnoTbl U BMTamMuHa Bj2 HasHayawoT ob6a npenapara.

4, B2nxpecTtunuecknsa nuemnsa

Moa Ha3BaHmem «B” -axpecTnyeckad aHemus» onmncana CBoOe-
obpasHas runepxpoMmnas aHemMus Merano6nacTuM4eckoro xa-
pakTepa, cxofHasa ¢ aHemuell AgaucoHa — bnpmepa, HO OTAu-
yarowasncs Tem, 4YTO Npn Hell 06bIYHO COXpaHeHa Xenygoumnas
cekpeuus (1. e. HeT geduumta BHYTpPEHHero akrtopa), OT-
CYTCTBYIOT U3MEHEHWNS CO CTOPOHbI HEPBMOM CUCTEMbI, a neve-
HWe BUTAMWHOM Bi12 M NeyeHOUYHbIMW Npenapatamu OKa3blBa-
eTca Hea(hPEKTUBHbLIM.

MaToreHe3. Pa3BuTuve 3TOro BMAa aneMmnu CBS3bIBalOT C
TEM, YTO KOCTMbIA MO3F HE MOXET YyTUAM3MpoBaTb remMonoaTu-
yeckue BeuwlecTBa. lpeAnonaralT, YTO 3TO CBA3aHO C napy-
Wwenuem mMeTabonmsma KoepmeHTa BuTammHa Biz — moTun-
KobanamunHa, mMeTabonu3m e ajenosunkobanammHa He Hapy-
LeH, NO3TOMY (YHWUKYNApPNbIli MWENo3 He pa3BuBaeTCH.

KnnHunyeckan KapTuHa Takas e, Kak Nnpn BCEX aHEMMUSX.
B KkpoBM 06HapyXuBalTCA ruMMepxpoMnas aHemus Merano-
6nacTuyeckoro Tuna, nerikoneHwus u TpombouMTOMEnus.

Ona pnddepeHynaymm B/-axpecTHYECKOW aHemMum OT 60-
ne3Hn AppHcoHa —bBnpmepa pewarolwmM ABAAETCA OTCYTCT-
BME axunmmn, PynmKynsapHoOro mumenosa u spgekra ot fevenus
BUTaMUHOM B 12.

B HacTofllee BpPeMA MHOIMe y4yeHble MOABEPratdT COMHe-
HUIO CaMOCTOATeNIbHOe CyllecTBOBaHWe B”-axpecTnuyeckoi
aHeMuKn, cunTas ee NposBAEHUEM 3puTpomuenosa (CM. HUXE).

JleyeHre Takoe Xe, KaKk MpuM annacTMYecKMx aHeMusax
(cm. Huxe). Mporno3 HebnaronpuATHbIA. BonesHb nNpoTekaeT
1—2 ropa.

5. TUNOMNNACTUYECKWME N ANNJICTUYHECKUME AHEMUA

fMnonnactTnyeckMMm M annacTMy4eCKUMU aHeMUAMU HasblBa-
0T 3aboneBaHmns, npu KOTOPbIX HaCTynaeT pPe3Koe YrHeTeHune
KOCTHOMO3roBoro KpoBeTBopeHusd, conposoxgaroueecd YMEHb-



LWEeHNEM KO/IMYeCTBa 3pUTPOLUTOB, NEAKOUMTOB U TPOMGO-
untoB. CyulecTByeT napumanbHas ¢opMa runonsacTude-
CKOA aHeMuun C yrHeTeHWeM 06pa3oBaHWs TO/IbKO 3pUTpO-
LNTOB.

3Tunonorus. MMNonnasma KPoBETBOPEHUS MOXET pPa3BUTbLCS
noj BAWSIHAEM Pa3IMYHbIX BHELIHUX (AKTOPOB, OKa3biBalo-
LWKUX MMUENOTOKCUYECKOe AeliCTBME, — UOHMU3MPYIOLLLE pagna-
UMK, LUTOCTATUYECKNX CPeACTB, TOKCMUYECKOM [eACTBUU GeH-
30M1a M ero Mpou3BOAHbIX. YTHETEHMEe KPOBETBOPEHWUS MOXET
TaKXXe BO3HWKHYTb NOJ BO34eNCTBMEM 3HAOrEHHbIX TOKCUYe-
CKUX (haKTOpoB (Yypemus, runoTupeos n ap.).

Mpu6AM3NTeNbHO B MOMIOBMHE CYYaeB BbISICHUTb MPUYUHY
3aboneBaHUs He yfpaeTca — mamonatudeckas opma runonna-
CTUYeCcKo aHemumn. CyLllecTBYIOT TaKXe Hac/neACTBeHHble
thopmbl 60ne3HM (aHemuss PaHKOHW, BbnekdeHa — [anemoH-
ja, OJameweka). |

MaToreHe3. MexaHU3M BO3HWKHOBEHWS TMMOMNAas3MyM KOCT-
HOro Mo3ra [0 KoHLUa He BbISICHEH. Ero 06bACHAT NoBpexje-
HMEM KNEeTKWU-MPeSLUecTBEHHMLbl MMeono33a UM pedekTom
MUKPOOKPYXEHUS, HapyLllawlmMM HOPMasibHY >KU3Heges-
TeNbHOCTb KPOBETBOPHbIX KeToK. CofepxaHune BCeX rFemorno-
3TMYECKUX BeLecTB (kKesesa, BUTaMvMHa Biz, 3puTponosTuHa)
6blBaeT yBe/IMYEHHbIM BC/IEACTBUE HEMOMHOr0 MCMoNb30BaHuUsA
NUX KPOBETBOPHON TKaHblo. [Npu napuuanbHO runonnactu-
YeCKOW aHeMUM 06HApYXXeHbl aHTUTeNa K sipam KIeToK Kpac-
HOro psiga, B CBA3M C YeM MOXHO A0MYCTUTb ayTOMMMYHHbI
MeXaHW3M aHeMuu.

KnnHunyeckaa KapTuHa. ['mnonaacTuyeckue aHeMUn uMe-
0T pasHoobpasHble K/AWHWYECKME MPOSBIEHUS, TaK Kak Ccy-
LLLeCTBYeT MHOMO NepexoAHbIX ()OPM OT YaCTUYHOIO YrHeTeHUsN
KPOBETBOPEHUSA A0 MOYTM MOJIHOM anjasum KOCTHOro Mo3sra.
OCHOBHbIM SIBMSIETCA COYeTaHMe TPex CUHAPOMOB: ABEMBUYE,-
CKOro, reMopparnmyeckoro M CenTUKO-HEKPOTMYECKOro, Bblpa-
XXEHMbIX Mpas3uvon~cTenenul b HEKOTOPbIX CAyYasx aHemus
MpoTekaeT ¢ MOBbIWEHHbIM TFeMONN30M. BonbHbIe XanywTcs
Ha 06wyt cnabocTb, yToMawocTe. TKoXa 1 cnusnctble 060-
NoYKN 6nefHble, a NPY HaIMYUN TEMONTUMTUYECKOTO KOMMOHEH-
Ta — O XeNTyLlWHble. T10ABASAIOTCA KOXHblE remopparum, HOCO-
Bble UM MaTOUHble KpoBOTeueHUs1. Cesie3eHKa U MeYeHb He
YBeNNYEHbI.

B nepudepunyeckoin KpoBM OTMeYaTcd HOPMOXPOMHas
aHemus (cogep)xaHue remorsobmMHa MeHbwe 50 r/n), Tpom-
6oUNTONEHNS N NENKOMNEHNS C FPaHyIOUUTOMNEHNEA U OTHOCK-
TeNnbHbIM~AnMpounTosom (50—80% numdountos). Cogepxa-



HME PETUKYNOUMTOB YMEHbLUEHO, YTO CBUAETENLCTBYET O IU-
nopereHepaTopHOM COCTOAHUM KOCTHOro mosra; CO3 noBbl-
LeHa.

MpumepHbIA aHanu3 kpoBu: 3p. 1,5-10e, Hb 50 r/n, uB. nokasa-
Tenb 1,0, petukynoa. 0,1%, Tpombou. 2,8-104 n. 2103 3. 0%, n. 5%,
c. 35%, numd. 52%, MoH. 8%; CO3 55 mMMm/u.

MyHKTaT KOCTHOro Mo3ra CKyAHbI/ (MaHUUTONeHus), oj-
Hako Npu nonajaHWyM WrAbl B O4ar KPOBETBOPEHMS MOXHO
NOMYYUTb MOYTU HOPMasIbHYK KapTUHY KOCTHOro mosra. pu
TpenaHobuoncumn o6HapYyXMBalT pe3Koe MpeobnagaHne >Xu-
POBOro KOCTHOr0O M03ra Haj, KpOBETBOPHbIM.

JnarHo3 oCHOBbIBAeTCA Ha Ha/MuMM MaHUMTOMNEHUW B Ne-
prthepnyecKoii KpoBM U KOCTHOM MO3re npu OTCYTCTBUU yBe-
NNYEeHUs NUMAATUYECKUX Y3/10B, NeYeHU 1 ceneseHkn. B cny-
yanx yBefIMYeHUN Cene3eHKN crnefyeT AymMaTb O LUppo3e neye-
HW WM ocTeommenoduopose. Tpu 06HAPY>KEHUU  MOMOAbIX
K/IETOK B KPOBW WM MYHKTaTe Heobxoanma guddepeHymauus
OT OCTPOro fieiko3a, MeTacTa3oB paka B KOCTHbIA MO3r, Mue-
JIOMHOR 601e3HMW.

TeueHune 3ab0neBaHNS MOXET ObITb OCTPbIM, MNOAOCTPUM U
XPOHUYecKMM. OcTpble OPMbl 06bIYHO HAUYMHAKOTCH C TAXe-
NI0r0 remMopparnmyeckoro CUHAPOMa, NPOTEKaT C BbICOKOW Nn-
XOpaAKoM, MHTOKCUKALMEA, HEKPO3aMU C/AU3UCTbIX 060/104EK.
Bonbnble NormbarT B TeUeHMe HECKONbKUX MecsueB. MNpu noa-
OCTPOM M XPOHUYECKOM TEYEHUM BbIPaXXEHHOCTb CMMMTOMOB
MeHbLUas, 3aboneBaHWe MOXeT [JMTbCA HECKONbKO NeT (4o
10—20 neT).

NeyeHune. Ecnv 3TMOMOrMYeCKNiA (hakTop W3BECTeH, Heob-
XOIMMO HeMe[/IeHHO MpeKpaTUTb 0ro Bo3feicTeue. Ana 6opb-
6bl C aHeMUWell MPUMEHSAT TpaHCchy3UU LeSbHOW KPOBM UAn
3pPUTPOUUTHOM Maccbl. pu BbIPAXEHHOM remopparnyeckom
CUHAPOME LenecoobpasHbl MpsiMble MNepenmMBaHUs Kposw (e
MeHee 500 M), NepennMBaHUA CBEXELMTPaTHON KPOBW, TPOM-
founTapnbIX KOHLEHTPATOB.

Ansa cTumynaumu spuTponossa NPUMEHAIOT  aHabonuue-
CKUWe cTepoufay B 60/bluMX fo3ax (nepobon wam meTaHApoCTe-
HOMOH B Ao03e 1—2 Mr Ha 1 Kr Maccbl Tena) B TeyeHWe ANU-
Te/IbHOF0 BpPEMEHM, @ TaKXe KOPTMKOCTepOuAHble TFOPMOHbI
(npegHu30noH no 0,5—1 mr na 1 Kr maccbl Tena), 0CO6eHHO
3(P(heKTMBHbIE MNPU UMMYHHbIX (hopmax 3aboneBaHus. [Mpu-
MEHSIIOT TaKXXe BCe BUTaMWHbI B 06bIYHbIX fl03aX, COCYA0YKpen-
nawowme cpeactea (acKopyTuH, Kanbuuid). MonbITKK nepeca-
XXMBaTb KOCTHbI MO3r OKasanucb 6e3ycrneliHbIMU M3-3a OT-
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TOpPXXEHMA TpaHcnnaHTaTa; agdekTUBHA nNepecagka TONbKO
CMHTeHHoro (0T O4HOANMLEBOro 6/1M3HeLa) KOCTHOFO MO3ra,
jalolas rnosHoe BbI3JOPOBAEHUE 60NbHbIX.

6. METAMNACTUWYECKMNE AHEMWU

MeTannacTuyeckme aHeMUU pasBUBAOTCA MpU paspacTaniuu
B KOCTHOM MO3re K/eTOK, Me SBASAOLLUMXCS KPOBETBOPHLIMMU.
JT0 yaule BCEro NpoMCcxXoaMT Npu remo6iacTo3ax U MetacTasax
B KOCTHbI/A MO3F Pas3iMuHbIX ONyXonei.

MatoreHes U KAMHUYECKAss KapTuUHa aHemMuid npu remo6na-
cTO3ax paccmaTpuBalTcs B pasfene «lemo6nacTosbi».

1. AHEMAUM BCNEACTBUNE YCUJIEHHOIO
KPOBOPA3PYLWWEHWA (TEMONUTWNYECKUWE)

Mop Ha3BaHMEM «TeMONUTUYECKME aHeMUM» 0ObefunHAeTCS
6onblwas rpynna 3abonesaHuii, Npn KOTOPbIX OCHOBHbIM MaTo-
NOTUYEeCKUM MPOLECCOM B OpraHuM3Me fBAAETCHA MNOBbILEHHbI
reMonus.

eMOnnM3 MOXeT MPOUCXOAUTb BHYTPUKIETOYHO, Kak W
00bIYHbIA (N3NONOTNUYECKNIA, WIN HENOCPeACTBEHHO B COCY-
faX — BHYTPUCOCYAMUCTbI (BHEKNETOUHbIN) remonus. B He-
KOTOPbIX CAy4YasX OH NPOUCXOAUT WU BHYTPUKNETOYHO, U B CO-
cypax.

B pe3ynbTaTe NOBbIWEHHOIO remosn3a apuTpoLMTOB B KPO-
BW YBENMYMBAETCA COfepXaHue HenpsMoro 6unmpyobuHa;
y 6O0NbHbIX MOABAAETCH XeNtyxa. M36biTounoe KOMMYECTBO
6unnpybuna ycuaeHHO nepepabaTbiBaeTcs  MEYEHOUHbIMU
KneTkamu B MpsMoOi 6unupy6buH. BcnepgcteMe 3TOro Xenyb
60/bHbIX TEMONIMTUYECKUMU aHEMUAMU UHTEHCUBHO OKpalleHa
(nneioxpomusK B kuMweuyHnke, Kyfa nNocTynaeT Xenub, ypo-
6ununoreH u ctepkobunnHoren o6pasylOTCAa B YBEMUYEHHOM
Konn4yecTBe. B CBA3K C 3TUM KasfioBble MacChl TaKXe MWHTEHCUB-
HO oKpaweHbl. KonnyecTBo CTepKOOGUNINHOreHa, BcacbiBatoLLe-
rocs B KMLWEYHUKe, TOXE YBENIMYEHO, MOITOMY YPOBEHb YpO-
6naunoreHa B mMo4ve Bo3pacTaeT. Moya MHTEHCMBHO OKpalleHa,
no ne 3a cyeT GunupybuHa (Henpamol BUNNPYBUH, NMEIOLLNIA-
CA B KPOBW B M3ObITKE, He BblAenfeTcqd novykamm), a 3a cyet
ypooununHa.

FeM0ONM3 conpoBOXfaeTCAd YMeHblleHUeM 06Llero Konu-
YyecTBa 3pPUTPOUMTOB, MOSABMIEHUEM PeTUKY/OLNTO3a B MNepu-



thepunyeckoil kposu (B mopme — o 1%, npu remonuse — 60-
nee 5—8%) © yBeNMYEHMEM COJEpPXaHWUA 3pUTPOBNAcTOB U
HOPMOLMTOB B KOCTHOM MoO3re. pu NOBTOPHbLIX remonuTude-
CKMX Kpu3ax cofepXaHue remornio6uHa B spuTpoLmMTax yMmeHb-
waetca. MMpyn BHYTPUKNETOUYHOM remMonu3se HeboMbLIOe KONnye-
CTBO remorn06uHa MOXeT nonajatb B NaasMy, MO 34eCb OH
cpasy e CBA3blBaeTCA_ rantorfno6uHom (a-rnmKonpoTeNHOM)
M BHOBb MCMONb3yeTca AN KpPoBeTBOpeHWs. Mpu BHyTpucocy-
OUCTOM remonu3e remMornobuHeMus pe3ko BO3pacTaeT, ramTto-
rNo6MH He MOXET 3axBaTUTb BeCb FeMOrN0O6MH M NOCAeAHUIA
nosBnaseTcd B MOYe — BO3HMKaeT remornobuHypmus. Moua
60/MbHbIX MMeEeT MpW 3TOM KpacHbIn, Oypblii UAKM MOYTW 4ep-
HbllA LBeT.

MosiBNeHMe MaTONOrMYECKOro remonusa 6biBaeT CBSI3aHO e
[BYMS OCHOBHbIMW MPUYMHAMMK: U3MEHEHUEM CTPOEHUA 3pu-
TpouuToB (HacnefCTBEHHbIM WAW NPUOGPETEHHbIM) WAW BO3-
felicTBMEM Ha HOPManbHble 3PUTPOLMUTBLI KaKUX-TNB0 BHELIHUX
(haKToOpoB, KOTOPbIE BbI3bIBAIOT reMoan3 HeNnoCpPeACTBEHHO WK
M3MEHAIOT CBOWCTBA 3PUTPOLUTOB UM CO3LAKOT YCNOBUA ANS
MOBbLILEHHOr0 remMonun3sa.

Vi3MeHeHWe CTPOEHUS U CBOWCTB 3PUTPOLMTOB MOXET ObITh
06yCNoBMeHO HapylleHWeM CTPYKTYpbl X MeMbpaHbl (3puTpo-
UMTONaTUM), HeLOCTATKOM coAepXaHua pepmMeHTOB ((hepmeH-
TOMaTun) UAN HenpaBWUbHLIM CTPOEHMEM remornobuHa (remo-
rnobuHonatum). KnuHuyeckme nposBieHUs, 3TUONOTUSA M Na-
TOreHe3 3Tux 3aboneBaHUil pasNMyHbl, N0 NpPU BCEX FEMOAUTU-
YEeCKMX aHeMUAX MPOAOMKUTENbHOCTb XXMW3HU  3pUTPOLUTOB
YMeHbLUEHA.

1. SPUTPOUNTOMATNN

HacneacTBeHHan MUKpocgepoymTapHas
reMosiMTMyeckas aHemusi

3aboneBaHue MMeeT elle HECKONbKO Ha3BaHWIi: HabaaAacTB8H~
MbliA chepollnTos, BPOXKAEHHAS FeMONMTUYECKas aHEMUS, XPo-
Huuyeckas ceMmeiiHas >kentyxa, 601e3Hb  MMUHKOBCKOro —
Wotdapa. PacnpocTpaHeHa 3Ta aHEMWs rnaBHbIM 06pa3om B
cTpaHax EBponbl.

MaToreHe3. B ocHoBe 3a6oneBaHUs NexuT gedekT cTpoe-
HUA 6enka 060/104KU 3pUTPOLMTOB. AHOManUs nepepaeTca c
ayTOCOMHO XpPOMOCOMOW M HacnegyeTcs MO AOMWHaHTHOMY
TMNy, T. €. 60/1€3Hb MPOSABASETCA U Yy FeTepo3nroT.



pUTPOLUTBLI 60MbHBIX UMEIOT He ABOSIKOBOTHYTYHO, a cie-
puYyeckyto opMy U He MOTYT MeHATb ee NpU MPOABUXEHUN MO
Y3KUM Kanunnsapam, 0CO6eHHO B CUMHYCOMAAX Cene3eHKu, Te-
pAT MNpU 3TOM 4acTb 0600YKM M remonusmpytotTcs. Kpome
TOro, MembpaHa 3puTpouUTOB 061aJaeT MOBbILWEHHON MPOHU-
LLaeMOCTbIO /11 MOHOB HAaTpUsA, BXOAAWMX B KNETKY. Y paanas
M36bITOK NaTpus, chepuyeckunii IpUTPOLMUT NOCTOAHHO TpaTuT
3anepruo 1 rnoaToMmy pacxogyeT 6ofblie rnoKossl U ATP. 3Tn
npoueccbl MPUBOAAT K WU3HALWIMBAHWUIO 3PUTPOLMUTOB U YMEHb-
WaT NPOAO/HKUTENBHOCTb UX XU3HMU.

ApuTpounTbl 60BMOr0 MUKPOCHEPOLUTAPNONA reMonnTruYe-
CKOM aHemwuell, 6yayunm nepennTbl 340POBOMY 4YefnloBeKy, pas-
pywarwTca Tak e 6bicTpo. Hao6opoT, 3puTpouuTbl A0ONOPOB
LMPKYIUPYIOT B KPOBU 60MbHLIX HOPManbHbI/ CPOK. 3TO fO-
Ka3blBaeT, 4YTO B Nnasme 60/bHbIX OTCYTCTBYIOT FeMONN3Npyo-
wue akTopbl.

KnnHunyeckaa kapTuHa. OCHOBHble CMMNTOMbI 3aboneBa-
HWA — MNepMOAMYECKN BO3HMKalOLLaa Xeaxyxa U aHeMus, Ko-
TOpble BbIABAAKTCA C AeTcTBa. [leTu pacTyT cnabbiMu, KOX-
Hble MOKPOBbl Y HUX JIMMOHNO-XeNnToro useta. CeneseHka
nnoTHasa, 6e360ne3HeHHas, 3Ha4YMTeNbHO yBennyeHa (ee Hasbl-
BAlOT «MOTWIOW 3pUTPOLUTOB»). lMeuyeHb MepPefKo TOXe yBe-
nuyeHa. WMHorga y 6ONbHbIX WMEKTCA [pYyrue BPOXAEHHble
pedekTbl (MOpokM cepaua, 3asuba ryba, Gawennbiii  yepen
n ap.). MNpu BbipaXeHHOW aHeMWUW MOABAAETCA TaxXuKappus,
BbICNYLUNBAETCA CWUCTONMYECKUIA LWYM Y BEPXYLIKW U «LIYM
BO/IYKA» Ma cocyfax Lwewn.

CopepxaHue remornobvna u KONWYeCTBO 3PUTPOLUTOB
CHWXeHbI, LBETOBOM nokasaTefllb B npejenax nopmbl. OCHOB-
HOli MOP(ONIOrMYecKNin  NMpu3HaK 60/1e3HN — MUKPOCHepoLU-
T03, T. €. HA/IMYMe B KPOBM OOMbLLIOrO KOAMYEeCTBA  MeSIKUX
KPYTNbIX 3pUTPOLUTOB (AMaMeTp yMeHblUeH o 5—6 MKM, a
ToNnwmHa yBenun4yeHa). Kpmeas lMpaiic-[xoHca cABUHYTa Bre-
BO. JPUTPOLMTbI M3MEHEHbI Me TOIbKO MOPMOMOrMYECKN; OHU
OT/INYAIOTCA TakKXe MOHVMKEHHOW OCMOTWUYECKOM Pe3nCTenT-
HOCTbLI0. Hayvasno remosinsa OTMEYAaeTCs YXKe MpU KOHLEHTpa-
uum 0,8—0,6% xnopuga natpusa, a npu 0,4% npoucxogut
NOMHbIA FemMosmns.

Mpyv MuKpochepouuTo3e MOBbIWEH ayTOreMonan3 — npu
MHKyb6aunn B TeueHne 48 4 npu Temnepatype 37°C remonusu-
pyetcs He MeHee 30% 3puUTpPOLUTOB, B TO Bpems KakK B HOp-
Me — nuwb 3—4%. AyTOoreMonus ymeHbllaeTcs npu pobasne-
HUM K spuTpoumTam rnawkosbl (5 mMr ma 1 mn) mam AT
(12 mr Ha 1 mn), KOTOpble yny4yllawT 3HEPreTUYEeCKyk Cno-



COGHOCTb 3PUTPOLMUTOB. PE3UCTEHTHOCTb 3PUTPOLUTOB  Npw
BO3[EACTBMU KUCNOTblI (KUCNOTHAs 3puUTporpamma) MoBbl-
weHa.

MpuMepHbI aHanu3 kposBu: 3p. 2,8-10e, Wb 80 r/n, uB. nokasa-
Tenb 0,8, peTukynog. 20%, Tpom6oy. 2,3+105 n. 7,5¢103 3. 2%, n. 4%,
c. 54%, numd. 37%, MOH. 3%; CO3D 15 mm/4y. NmeeTcss MuUKpochepoumn-
TO3 3puTpoumnToB. OCMOTMYECKAA PE3NCTEHTHOCTb 3PUTPOLUTOB: Haua-
no remonusa 0,6% NacCl, koHey — 0,4% NacCl.

KOCTHbIA MO3F runeppereHepaTopubiii; 4YMCNO PeTUKYNOo-
LUUTOB B nepuepuyeckoil KpoBu yBenuyeHo. V3-3a ycuneHHo-
ro remonnsa cofepxaHue HenpsMoro 6unupy6buHa B KpOBWU
yBenn4yeno, xenub nnerioxpomnasn, rycras. Cogepxanue crep-
KOO6MANHA B Kaje BbICOKOE, MO4Ya WHTEHCMBHO OKpalleHa 3a
cyeT ypobunuHa.

BcneacTsre BbICOKOM KOHLUEHTpauuu 6unmpyburHa B Xenuu
reMonTMyeckas aHeMuWs HEpPeaKo OCNOXHAeTCA 06pa3oBaHM-
eM OUNMPYOUHOBBLIX KaMHER B XENYHOM ny3blipe U MpoTOKax.
Torga K KAWHWYECKON KapTWHE aHeMuu W FeMOSIMTUYECKOMN
XENTyXu MNPUCOEAMHATCA CUMNTOMbI XXENYHOKaMEHHOW 60-
NEe3HU N MeXaHWYeCKOW XenTyxu.

TeueHune 3aboneBaHusA. VIHorga remonnM3 M aHeMus HOCAT
yMepeHHbIli xapakTep. O Takux 6G0NbHbIX W3BECTHbLIA paH-
Uy3CKuUiA knuHuuuct LWoddap rosopun, 4To oHU 6Gonee Xen-
TYWHbI, 4eM 60NbHbl. MOXET OTMeyaTbCA TAXKEN0e TeyeHue
3a60n1eBaHMA C YaCTbIMU FEMOIMTUYECKUMU KPU3aMU U PE3KUM
ManoKpoBMEM, WHOrAa BMAOTb [0 aHEMMWYECKOWN KOMbI.

FeMONMTUYECKMEe KPpWU3bl BOZHUKAKT CMOHTAHHO, N0 UX MO-
ryT NpoBOLMpOBaTb MepeyTOMAeHUe, OXNaxgeuue, TpaBMma
m T. 4. Kpusbl 06bI4HO HauyMHaKTCA C 03HOGA, MOBbIWEHMWA
Temnepatypbl, 6oneii B MblWLax, ceneseHke, neyeHn. bosb-
Hble XanylTca Ha pe3kyk cnabocTb, OAbIWKY W cepauebue-
HUWe; yCuUnMBaeTCa >XXeNTyxa; Moya M Kan TemHeloT. BypHo
npoTekawLlime KpM3bl MOTYT 3aKOHYUTLCSA NeTanbmno.

[unarHo3 ocHOBbIBaeTCA Ha COYETAHUWN XENTYXU FeMONUTU-
YecKoro Tuna C¢ MUKpocdepounTapHOl aHemueid. Jlabopartop-
HbIM NOATBEPXAEHWEM MPaBUIbHOCTM AMarHo3a CayXaT MUK-
poctepoLnTOo3, MOHMXKEHME OCMOTUYECKONW PEe3UCTEHTHOCTU
3pUTPOLUTOB ¥ MNOBbILIEHWE ayTOreMosinm3a, a TakXe M3MeHe-
HWe ero nNpu fo6aBfeHUN K 3pUTpoLUTaM FHOKO3bl Man ATO.

Mpu ougdepeHUnanbHOW AMAFHOCTUKE HYXHO  npexje
BCEro UMeTb B BUAY UMMYHHble TEMOUTUYECKME aHEMUN. ONs
HUX HexapaKTepHbl MWUKPOCKHEpPOLUTO3 W YBeUYeHne cene-
3eHKW, B KPOBU 06HApPYXMBAKOTCA aHTUIPUTPOLUTAPHbIE anTu-
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Tena. Mpu yBennyeHUn cenes3eHKU U nevyeHn Heobxoaumo Aund-
(hepeHuUMpoOBaTb OT renaTo/IMeHanbHbIX CUHLPOMOB.

JleyeHue. EQMHCTBEHHbIM 3(PMEKTUBHBLIM  MeTOLOM feve-
HUSA ABNAETCA yaaneHue ceneseHkn. Matonormyeckunii remonus
npekpauiaeTcs, NPOAO/HKUTENBHOCTb XXU3HU 3PUTPOLUTOB CTa-
HOBUTCS 6GONbLUEA, XOTA OHW, KOHEYHO, poXJakwTca c gedek-
TOM CTPOEHUs 06010YKMN.

CnNnenakToMUIO NPOM3BOASAT MpMN TSHKENOM TeyeHUMM 3a60-
neBaHus, 06bIYHO B 10—12-neTHem Bo3pacTe. [lpu pe3koi
CTEMeHN ManoKpOBMS MNOKa3aHO MNepennMBaHWe 3pPUTPOLUTHON
macchl. [penapatbl Xxefes3a, BUTAMUH B12 n KOPTNKOCTEpOUA-
nble ropmonbl Hea((eKTUBHBI.

BonesHb Mapkuadasbl — MHKem
(mapokcusmanbHaa HOYHast reMors06uHypus)

Mapokcn3manbnas HoyHas remornobuHypus (MHI), nan 6o-
nesHb Mapkunagasbl — Mukenun, npegcrtaBnseT coboint npuob-
peTeHHYI0 reMonuMTuyeckyt aHemuto. HassaHue (MHT) 6bi10
faHo 3aboneBaHUO B TO BpeMs, Korga CYMTanocb, YTO OCMOB-
MbIM ero NPU3HaKOM ABAAIOTCA FeMONUTUYECKME KPU3bl B NOY-
noe Bpems C paspyLlueHWem 3pUTPOLUTOB MPAMO B COCYAUCTOM
pycne n nosBAeHWeM remornobuHypumn. OfHako remorioouny-
pvs W NapokcM3Mbl remonnsa HabnwaarTca He y Bcex 60/b-
HbIX 1 HeobA3aTeNlbHO B MOYHOE BpeMms.

lMaToreHes ycuneHHoro remonusa npu MHI cnoxeH, cyu-
HOCTb 60/1€3HM OKOHYaTeNbHO He packpbiTa. B KpoBWM 60/bHbIX
MUMeloTca fBe nonynsuuu aputTpounToB. OAHU U3 HUX HUYEM
He OTAMYalTCA OT HOPMasibHbIX MPU 3NEKTPOHHOW MUKPOCKO-
MU U HE TEMONMU3NPYIOTCA NPU MOAKMUCNEHUWN cpedbl. Apyrue
e Npy CKaHupylowWwein MUKPOCKONUM BLITAAAAT MHaye — ux
mMeMbpaHa Kak 6bl MMeeT MHOXECTBO [blpOYeK. ITU 3pUTPOLM-
Tbl IETKO paspylarTcsd KOMNAeMEHTOM Npu NOAKUCNEHUN Cbl-
BOPOTKM unM pobaBneHUM caxaposbl. CuuTaetcs, YTO NPUYM-
HOW paspyLleHUs 3pUTPOLMTOB ABNsAeTCA AedeKT B CTpoenuu
MX 060M10YKM, BO3HMKAIKOLWMIA KaK pe3ynbTaT COMaTU4YecKoM
MyTaLuu, BepoATHO, Na YPOBHE KAETKU — NpeaLlecTBennuubl
MUenonoasa, Tak Kak BbIfiBNseTcA Ae(PeKTHOe CTPOeHWE MEeM-
6paHbl He TONbKO 3PUTPOLMTOB, HO U NEKOLMTOB, U TPOMOO-
LUNTOB.

Bo Bpems remonusa ne Becb [reMOrf0o6MH CBA3biBaeTCA
rantorfio6MHOM, MO3TOMY OH Bblfenserca Hoykamu. B anuTte-
NMN NOYEYHbIX KaHanbleB 06pa3yeTcs remMoCUAepHH, YTO Npu-
BOAWT K reMocuiepo3sy nouek.



bonetoT MHI vawe nuua B Bo3pacte 20—40 ner.

KnnHunyeckaa kapTuHa. 3aboneBaHue MpoABAAeTCA 06WU-
MW cuMnTOMamMu aHemum (cnabocTb, HegomoraHue, 6neg-
HOCTb), a TaKXe >XenTyxol, 6019Mu B XXUBOTE WU NOSABAEHUEM
BPEMS OT BPEMEHW MOYU KPACHO-KOPUYHEBOIO WAWM MOYTU Yep-
Horo uBeTa. LIBeT mMouu cBA3aH C BblgeseHWeM remornobmmo-
BOr0 feTputa W remocugepnHa. [emocugepunypms MOXeT
HabnfaTbCAd NOYTU MOCTOSAHHO. YPOBEHb remornobuHa nnas-
Mbl BO BPeEMSA FeMO/IMTUYECKOr0 Kpu3a noBsbilaetcd (po3oBad
nnasmal. bonu B XMBOTe 00yCNOBNEHbl TpoM6GO3amMu Menkw ™
cocyaoB 6ptolWHON nonoctu. Mpu Tpom603ax B CUCTEME BOPOT-
HO BEHbl MOTyT ObITb YBENMYEHbl Me4vyeHb N ceneseHka. [o-
BO/IbHO 4YacTo TpPOMOMpPYHOTCA W nepuepnyeckne Ccocyfbl.
MexaHn3Mm Tpom6030B CBA3bIBAOT C 06pa3oBaHWem MNpu remo-
Nn3e KPynnbiX reMorno6buno-rantornobMHOBLIX MOMEKYN U 3a-
CTpeBaHMeM B HUX (DOPMEHHbIX 3/1EMEHTOB KPOBW.

FeMONUTUYECKNE KPWU3bl BO3HUKAKOT B TeyeHUe /HObIX
MHeKUNIA, Npu ynoTpebfeHnn B MNULLY HEKOTOPbIX MPOAYK-
TOB, MOC/Ne NepenBaHWA KPOBM, npuema nekapcts (B TOM yuc-
ne xenesa) wuam 6e3 BUAUMBIA MPUYKH.

MI3MeHeHMA CO CTOPOHbI KPOBU BblPaXakTCA B YMEHbLIEHUN
cofepXaHus remornobvHa v ymeHblIeHWW 4Yucna 3puTpoLu-
TOB, YMEPEHHOM peTUKy/nounTo3e, neilikoneHum u Tpombomne-
HuUN. B paHHel cTagmn 3aboneBaHus B KOCTHOM MO3re BbiSAB/A-
eTca rmnepnnasnMa KpacHOro pocTka, B fafbHelileMm >e mno-
ABNAIOTCHA 04ary onycToweHMsa u gudpdysHas runonnasus
KOCTHOrO0 MO3ra. YpOBEHb CbIBOPOTOYHOIO XXefie3a CHUXEeH, HO
B CAyyadax C ruMnonfasveil KpacHOro pocTka KpPOBETBOPEHUS
OH MOXeT 6bITb NoBbIWeH (BcreacTeue neycsoennsa). Cogep-
XaHune 6unnpybuHa HEMHOro 60nblle HOPMbI; BblPaXXEHHOW
XEeNTyxu, Kak npasuno, He 6biBaerT.

AwnarHo3 MHI B cnyyaax, NpoTeKalwLWmUX C OCTPbIMU re-
MOMMTUYECKUMU KpM3aMu, 6ONSIMU B XKMBOTE U YEPHON MOUOIA,
He npeacTaBnseT 60MbWUX 3aTpyAHeHuii. Mpu gpyrom Bapu-
aHTe 60ne3HM — C MOCTOAHHOW aHeMueil 6e3 SABHbIX TFeMonu-
TUYECKMX KPU30B — MPaBWU/IbHbIA AMarHO3 NOCTaBUTb TPYAHO.
B 3Tux cay4vasax MoOryT 6biTb MCMOMb30BaHbI cnegyrouime nabo-
paToOpHble TeCTbl: KWUCAOTHbI TecT Xema — 3pUTPOLUTSI
60NbHbIX FEMONU3NPYIOTCA B CBEXeill MNOLKUCNEHHOW CbIBO-
poTKe (HOpMainbHble 3PUTPOLUTHI HE FemMoau3NpyloTCca) U ca-
xaposnas npoba — npu po6aBneHWW K CbIBOPOTKE Caxaposbl
NPOUCXOAMUT FeMONN3 3puTpounToB. bonesHb Mapkuadasbl —
Mwukenn Heobxoaumo AudhepeHLMpoBaTb OT APYTMX FEMONM-
TWYECKMX U TMNONNACTUYECKUX aHEMUIA.



NeyeHune. MNaToreHeTUYECKOr0 NeYEHNA HET. Y aaneHue ce-
Nne3eHKN Heap®MeKTUBHO, YTO eCTeCTBEHHO, TaK KakK remonus
NPoMCXoANT B cocypaxX, KopTMKOCTEPOUAHbIE TFOPMOHbI TOXe
Hea(eKTUBHbI BBMAY TOro, 4To 3aboneBaHue He ABAAeTCA
MMMYHHbIM. B cnyyae 3(peKTMBHOCTM KOPTUKOCTEPOU[OB
HeobxogmMma TuwatenbHas AuddepeHynayns OT UMMYHHbIX
aHeMui.

OnucaHo NOMOXWUTeNbHOE AeiACTBME aHAPOTEeHHbIX FOPMO-
HOB (10— 20 Mr Hepo6ona B CYTKM), 0COBEHHO Yy 60MbHbLIX C
runonnasvein KOCTHOFO MO3ra, U aHTUOKCUAAHTHOe [AeiicTBue
ButammHa E (Tokodepona). MNpu BBEAEeHUM 6ONbHbIM 4 MA
aeBuTa (MacnsHblii pacTBOp BMTaMWHOB A U E) B CyTKM yjaa-
Banocb 060pBaTb FEMOAMTMYECKME KpuU3bl. AHabonmyeckue
rOpMOHbI 1M npenapaTbl TOKOGepona Aal0T BO3MOXHOCTb Npu-
MEHWUTb B COYETAHWW C HUMU NpenapaTbl Xefne3a B clyvae
BblpaXX€HHOI aHemMuu.

MepenvBaHMe KPOBU COMPSXXEHO C OMACHOCTbK FemMo/u3a,
npyY 3TOM YeM CBeXee fepenvMBaemMas KpoBb, TEM CWU/bHee re-
MOSIN3. PeKoMeHAyeTCH nepenuBaTb TPUXKAbl OTMbITble 3pu-
TPOLUTBLI MAN IPUTPOLUTHYIO Maccy ANUTenbHoro (7— s fHein)
CpoKa XpaHeHus.

Mpn TPOMBOTMYECKUX OCMOXHEHUSX MOKAa3aHO HasHaue-
HUe aHTUKOarynsHTOB.

MporHo3 OTHOCUTENbHO 6GNAronNpuUATHLINA, OMKWCaHbl pemuc-
CUU, HacTynaBlMe NOCAe NEYEHWUS WU CMOHTaHHO.

2. ®EPMEHTONATUNUN

depMeHTONATMSIMW HasblBAlOT FPYNNy MaToNornyeckux Cco-
CTOSIHWIA, MPW KOTOPbIX MMeeTcs AeUuUUT Tex UNU UHbIX dep-
MEHTOB B 3puTpouMTax. B HacTosuiee BpPeMs M3BECTHO Gonee
20 PasNNUHbIX peakuuii B apuTpouMTax, NPU HapyLeHUU Ko-
TOPbIX BO3HMKAET remosnn3. K HUM OTHOCATCA peakuun FnuKo-
nn3a W MeHTo30-(hocaTHOro UMKMa, peakuyuMm cuHTE3a U pac-
WenneHns rAWKoreHa, CUHTe3a, BOCCTAHOBMEHWUS U MEpOKCH-
Jauuu rayTaTuoHa, pacwienneHne AT®, nupodochopunnpo-
BaHue octhopunbo3bl M Ap. Bnokaga 04HOTO M3 3BEHLEB 3TUX
peakuuii B CBSI3W C HEAOCTATKOM MW OTCYTCTBMEM (DepMeHTa,
yuyaCTBYIOLLEr0 B peakuuu, NMpUBOAMT K HapylleHuto meTa6o-
NN3Ma W XKNU3HeAeATeNbHOCTU KNeTKW, TaK Kak npu 3TOM na-
JaeT BblpaboTKa 3HEPruu, HapyLwarTCs MOHHOE PaBHOBECUE W
TEUEHNE OKWUCUTENbHO-BOCCTAHOBUTENbHbLIX MPOLIECCOB. Ipu-
TPOLMT OKa3biBaeTCs HECMOCOGHbLIM YBENNUYUTb UHTEHCUBHOCTb



Fnwokosa HAMD H20 2

rnwotatTuoHA/TNOTaTUOH-
rnwoko3o-6-chocchar — r-6-® 1 pefyktasa |nepokcupasa

Fekcosbl \ HAL... 2H20

MBHTO3bI

Pn6o3o-5-pocar

docopunbosnn-nupogocar---------------- CuHTe3 u pacwenneHne HAL v HAL®

Puc. 4. Cxema neHTo30-pochaTHOrO UMKIA U CUCTEMbl TNlyTaTUoHa

(ynpouw,eHHasn).
2QSH — BOCCTAHOBAEHHbIi TNyTaTNOH; GSSG — OKUC/IEHHbIN FAyTaTUOH.

CBOEro 0o6MeHa, CTaHOBUTCA 6e33alWMTHbIM MpWU BO3JENCT-
BUU BPeAHbIX areHToB (NeKapCTBEHHbIX, MULLEBbIX, TOKCU-
YeCKUX).

KnuHnyeckan KapTuHa. KNnMHWYecKn gepMeHTONaTuun npo-
ABNAKTCA NO-pasHOMYy. MoryT BO3HMKaTb OCTPblE FEMONUTUYE-
CKMe Kpu3bl B OTBET Ha BO3AeliCTBME HE6MaronpusTHbIX (hak-
TopoB. 3aboseBaHMe MOXeT NpoTeKkaTb B BUAE XPOHUYECKON
reMoMTUYECKON aHemMuun (MpexHee ee Ha3BaHUe — Hecdepo-
uMTapHas reMofnuMTUYecKas aHeMus), TAXKECTb KOTOPOW 6bliBa-
eT pa3Nn4yHoi. B HEKOTOpbIX Cay4dasx CHUXeHWe aKTUBHOCTM
(hepmeHTa COBCEM WMAM MOYTM COBCEM He CKasblBaeTCA Ha CO-
CTOAHUWN 3[,0POBbS.

M3 rpynnbl hepmeHTOnaTuil Haubonee 4acto BCTpevaeTcs
reMonnTMUecKas aHeMus, CBA3aHHaa ¢ AeULUTOM aKTUBHOCTU
thepmeHTa -6 -® . CumTtaercs, 4to NpMbAM3NTENLHO V20 Ye-
NnoBeyecTBa MMeeT 3TOT AedekT. OfHAKO OH pacnpocTpaHeH no
3eMHOMY lWapy HepaBHOMepHOo. Hawnbonee 4acto Jgepuunt
M-6-d A BcTpeyaeTca Ha nobepexbe CpeamseMHOro mops, B
Adpuke, JatuHckoit Amepuke, Asun. B CCCP pgepnunt
M-s-® A BCTpeuaeTcqd B AsepbaigKaHe, TrAe HOCUTENbCTBO
ero AocTuraeT B OTAeNbHbIX paiioHax 38%  (ocobeHHO cpeau
TaToB), B Mongasuu, pecnybnukax CpefHeil A3uun. B cpogHeli
nonoce Poccum yactoTa HocuTenbcTBa feduumnta M-s-P AT He
npesblwaeT 1 %.

MaToreHe3. [pu pgeduumte  aKTUBHOCTU  (hepMeHTa
M-e-®A0 B 3puTpounTe Hapywaetcd MNeHTo30-hocdaTHbIN
UMK, T. €. a3P06HbIA OKMCNUTENbHbLINA NYTh NpeBpaLLeHns -
KO3bl. OH HaunHaeTcs (puc. 4) peakuueihn OKMCNEHUSA TNHOKO30-
-6-(pochpata ([-6-P), KOTOpas KaTanusmpyetcs (epmeH-



ToM T[-s-®AF. B 3T0M peakuum nNpoUCXOAUT  BOCCTa-
HoB/MeHne KotepmeHta HALP  (HUKOTUHAMULOWUHYKIEOTUS-
thocata) n obpasyeTcsd akTWBHbIA BOLOPOA, WMAYWMIA Ha
BOCCTaHOB/IEHWE rnyTaTuoHa. rNocnegHee Heo6Xo0AMMO, TaK Kak
rNyTaTUOH MOCTOSHHO TepsieT BOLOPOL MpPU B3aUMOAENCTBUM C
OKUCNUTENAMMN. VIMEHHO C MOMOLWbID CUCTEMbI TFyTaTuoHa
ocyuLecTBNAeTCA 3al,MTa reMornobuHa nu memobpaHbl 3apuTpoOL -
TOB OT okucauTenel (B TOM 4ucie MHOrMX nekapcts). Ecnm
rnyTatnoHa mano uam neT hepmMeHTa, KOTOPbIA ero BocCTaHaB-
nueaet (rnytatuoHpegyktasa), unm mano HAA®, a vawe Bce-
ro ecnn otmevaetca gepuunt M-s-® A, TO BOCCTAHOBAEHUS
HAL® He npoucxoauT M He o06pa3yeTcsi aKTUBHbIA BOAOPOA,
HeobXxoAMMbI/i AN BOCCTAHOBAEHUA FNyTaTUOHA.

Mpy paye 60MbWIMX [03 OKUCNAKOLWMUX BelecTB cCUCTEMA
rnyTaTMoHa MOXeT ObiTb WCTOWEHa U Yy 340POBbIX NHOAEN.
Y nuy xe ¢ geuumtom M-6-d AT Takoe AeiAcTBUE OKUCAUTE-
neil NpoABNAETCS OYeHb OGLICTPO, YTO NPUBOAMUT K FEMONN3Y He-
3al UL EHHBIX TYTaTUOHOM 3PUTPOLMTOB.

Oedpuunt aktuBHocTM tepmeHTa -6-P Al BO3HWKaeT B
pe3ynbTaTe 3ameHbl B CTPYKType (hepmMeHTa OAHOM M3 aMUHO-
KUCNOT Ha Apyryto. OnucaHo oKono 90 pasinyHbIX MYTaHTHbIX
opm I-6-® AT, OCHOBHbIMU Xe ABNAKTCA ABe: aj)puKaHckas
thopma gepuumta — J1u cpegmsemMHomopckas — B (ee Hasbl-
BalOT TaKXe eBpONencKoi, unn kKaskasckoi). MNpu cpeaunsem-
HOMOpCKOn opme (B) He TONMbKO CHMXaeTcAa aKTUBHOCTb
thepmeHTa M-6-PAI, HO M yMeHblIAETCA KONMYECTBO €ro B
apuTpoumnTax; npu appukaHckoi gopme (A) CHUXKeHA TOMbKO
aKTUBHOCTb (pepMeHTa. F'emonu3 npu opme A BO3HWKAET MNOL
BO3AEMCTBMEM MEHbLUEro 4Yucna (akTopoB, NPOTeKaeT feruve;
370 opme 6GONbLIE CBOWCTBEHHO TakK Ha3biBAEMOE CamMoorpa-
HuyeHune remonu.ya. OHO 3aK/il0YaeTcqd B TOM, YTO MpU MnosB/e-
HUW BbICOKOTO PeTUKYNOLMTO3a B OTBET Ha FeMO/IN3 NOCNeAHMIA
npekpaliaeTcs, Tak KaKk aKTUBHOCTb (hepMeHTa B PeTUKYNOTLL-
Tax e CHWXeHa.

CTPYKTYpHbIA reH T-e-® O W reH — perynaTop cuHTesa
(hepMeHTa HaxoasaTcs B X-xpomocome 23-i napbl; Hacnefosa-
Hue geduuuTa CLENNIEHO C MOAOM, MO3TOMY Cpeaun fnL C Kiu-
HUYECKMMWU cuMnToOMammn aeduumnta [-s-® AT npeobnagatT
MYXUUHbI. Y XXeHWMWH AeduunT NpPoABASETCS FNaBHbIM 06pa-
30M NpWM FOMO3UTOTHOM HacnefoBaHUMN.

KnnHunyeckas KapTuHa. MNMpu XpoOHWYECKON thopme remMonm-
TUYECKOW aHemMuu, CBfA3aHHOW C pgeduuymTom  epmeHTa
M-6-®A0, nMeeTca MHOro 06LWEro ¢ KAMHUYECKON KapTUHON
npy MUKpPOCHepoLMTapHOA reMonMTUYeCKOn aHeMumn. bonbHble



XKanyrTcad Ha MOCTOSAHHYI WKTEPUYHOCTb CKiep, nepuopmye-
CKOe YCUNEHWe XENTYNWOCTU KOXMNbIX MOKPOBOB MNpu Mnepe-
YTOMAEHUN, UHPEKLUOHHbIX 3a60neBaHMAX. ITU ABEHUS OT-
MeyvalTcs € AeTCKux net. CeneseHka 06bIYHO yBeNMYeHa.

B KkpoBW BbIABNSETCA aHEMWUS, HO pasMepbl 3pUTPOLUTOB
HOpMasbHble (aHEMUS NO3TOMY paHblle Ha3biBanacb Hecdepo-
untapnon). AkTuenocTb epmenta -6 -® A cHumxKeHa. Teue-
Hue 3ab6oneBaHWa anuTenbHoe. CMMEHIKTOMUA He AaeT ag-
thekTa.

OcTpaa reMonMTMYecKas aHeMus, CBA3aHHaa ¢ AePpuUuMTOM
thepmeHTa M-6-® A, BO3HMKaeT Ha (JOHe npuema NeKapcTs,
0CO6EHHO NMPOTUBOMANSPUNHbLIX MpenapaTtoB (CywecTByeT fAa-
Xe TepMUH «NpuUMaxuMH3aBUCUMble aHEMUU»), NPOTUBOTY6Ep-
KYyNnesHbIX CpeAcTB, Cynb(aHMNaMnaoB, npenapaTtos NNTPOgy-
paHOBOro psfa, MPOU3BOAHbLIX CaNUMUMNOBOWA  KUCIOTbl. Mpu
MHEKUNOHHbIX 3a60NeBaHUAX KPWM3bl MOFyT HacTynaTb U 6e3
npuema nexkapcTs.

Mpun 06bIYHLIX TepaneBTUYECKUX [03aX JieKapCcTB reMonu3s
npossnsetcs Ha 4—5-i feHb. BO3HUMKaeT >XenTylWHOe OKpa-
WMBaHUE KOXM M CAM3UCTbIX 060/104eK, MOYa npuobpeTaeT
6ypblil MM YepHbIA LBeT (remorno6uHypus). Femonus npouc-
XO4MT M B cocyfdax, U BHYTPUKIETOUYHO. lMeuyeHb U ceneseHka
yBennumnBalTca. Pa3BuBaeTcs TAXenas aHeMus, CONPOBOX-
pawwancs peTUKynounmTo3oM M NOSABAEHWEM B 3pUTpOLMTAx
Teney leiHua. Ecnn npuem nekapcTB He NpekpaTuTb, cofep-
XaHue remornobvHa MOXeT YMeHbLWWUTbCS A0 KPUTMYECKOro
ypoBHA (20—30 r/n). MaccuBHbI FeM0OnM3 NPUMBOAUT K OCT-
poii MoYyeyHOl HefOCTATOYHOCTU.

Y HekoTopbiX fnL C AepULUUTOM aKTUBHOCTM (epMeHTa
M-6-® A0 Taxenaa remonuTmyeckas aHemmsa MOXeT PasBUTb-
CA MpH ynoTpebneHnn B NULLY KOHCKMX 60608 (vicia fava) unm
Jaxe npy BAbIXaHWUM apomaTta LBETOB 3TOro pacteHus. 3abo-
NeBaHWe HOCUT Ha3BaHMe (haBu3Ma. OHO HabntofaeTcAd TO/MbKO
npu cpean3eMHOMOPCKOM (KaBKa3CKoM) Tune geduumta u ne
y BCeX HOcuTenel, a, BEPOATHO, Yy TeX, KOTOpble UMeT aedu-
UWT elle Kakoro-to gpyroro gepmenta. Bcnegcteue gedpuunta
BTOPOro ¢epmeHTa NM60 He 00E3BPEXMUBAETCA TOKCMYECKoe
BELLECTBO, cofepxxauweeca B 606ax, NMMb6o obpasyeTcsa KakoW-ToO
TOKCUYeCKUin meTabonut. MNpeanonoxeHue, 4To TakUM BeLlie-
CTBOM fABNAsieTcA NpoAyKT obmeHa L-LO®PA, noka ne nonyyu-
N0 NOATBEPXAeHUS.

Uepes HeCcKONbKO 4acoB (pexe 4yepe3 1—2 AHA) nocne
ynotpebneHus B nuuly 60608 NOSBNAKTCA AUCNENCUYECKME
paccTpoiicTBa, pe3kas cnabocTb, aHeMUA, Xentyxa, 60am B no-

te



ACHWLUe, YyepHaa Moya. boneloT vawe fgeTu. JleTanbHOCTb Npwu
(haBn3Me MOXeT ObiTb OYEHb BbICOKOIA.

JedmunTbl Apyrnx ¢epMeHTOB BCTpevalTCsa KpalHe pefko;
onucaHbl NUWb eAUHUYHbIE cnyyan aeduunuta GepMeHTHbIX
CUCTEM FNMKoNu3a, obMeHa raytatnmoHa. HeckonbKo dalie OT-
MeyaeTca LepuuUT hepMeHTa MUPYBATKMHa3bl, MPU KOTOPOM
reMosn3 BO3HWKaeT CMOHTAHHO WAM BO BPeMSA MH(EKLMOHHbIX
3aboneBaHuiA.

[narHo3 reMoauMTMyYecKMX aHemMuil, cBA3aHHbIX C geduuu-
ToM (epmeHTa lM-6-d LI, cTaBAT Ha OCHOBaHMW MOSABMEHUSA
MPU3HAKOB remosin3a B CBA3W C MPWEMOM JIEKAPCTB UAN YMNOT-
pebneHnem B MULLY KOHCKMX 6060B (haBu3m). [dwnarHo3 nog-
TBepXAaeTcs MNyTeM OMpefefieHUs akTUBHOCTM (epMeHTa B
aputpoumuTtax. Hambonee npocTbiM MeTOLOM sBNAeTcs pobas-
NleHWe K KpPOBW aueTungeHunrujpasvHa: B cnydae geduuuta
M-e-® A0 B apuTpouuTax nosBAAlTCA Tenbua [eiHua. Ans
onpejeneHuns geuumnta Apyrux ¢GepMeHTOB Heo6XO0AMMbI cre-
LunanbHble MeToAbl MCCNefoBaHuUA.

JleyeHve TeMONUTUYECKUX KPWU30B [O/HKHO COCTOATHL Mpex-
[le BCero B OTMEHe rpenapara, Bbl3blBAlOLWLEr0 FeMonun3, Wiu B
npekpaweHM KOHTAKTa C KOHCKMMKU 606amMu nam ux LBeTamm
(npn dasu3me). C uUenbl0 YMeHbLIEHUS OKWUCAAKLWEro BAWA-
HMA JIeKapCTB Ha3HayalT aeBWT MO 2 M/ 2 pasa BHYTPUMbI-
weyHo. Mpu pe3koii CTeNEHW aHeMWUWU MPOM3BOAAT FeMOTpaHC-
(hy3umn. Hambonee onacHbIM OC/MOXHEHUEM Femonunsa ABAsSeTCH
ocTpas noyeyHas HeAOCTaTOYHOCTb, Korga TpebyeTcs cneum-
anbHoe nevyeHne BNNOTbL A0 reMoAunanunsa.

MpotnnakTuka. B paiioHax, rge MHOro HocuTenei fetu-
umta M-e-d A, HaceneHne AOMKHO ObiITb 06CNeA0BaHO MOro-
NOBHO; nuua ¢ geuunTom akTUBHOCTM [-6-P LA  AOMKHbI
3HaTb 06 3TOM.

Mpun npoBefeHUM NPOUNAKTUKU  Manspuu MNpUMaxuHOM
nmuam, nvmerowmnm gedpnumnt M-e-d A, HazHavyaloT KeunuT (no
30 r B geHb) u pubognasmH (0,03 r B feHb). PubodnaBuH no-
BbllLaeT aKTUBHOCTb pefyKTasbl rayTaTuoHa (T. e. cnoco6eT-
BYeT ero BOCCTaHOBJ/IEHUID), KCUMUT Xe fAB/ISeTCA [LOHATOPOM
Bogopofa (npu pedpuunte M-6-® AT KeunutherngporeHasHas
aKTMBHOCTb 00bIYHO He HapyLleHa).

3. TEMOINOBUNHOMATNN

Femorno6uHonaTusMu, WAKM TeMorno6rHo3amMu, HasblBalOT CO-
CTOSIHUS, MPU KOTOPbIX MMEETCS aHOMaNbHOe CTpoeHue 6Genko-
BO (rno6uHOBOI) uyacTW remorno6uHa. HapyleHue cTpykTy-



pbl rno6uHa COCTOWUT B TOM, YTO Ta WAM MHas aMUHOKWUCNOTA,
BXOAdALWas B cocTaB 6efKOBbIX LUenei rnobuHa, o0Ka3biBaeTcs
3aMeleHHON ApYroil amuMHOKMCAoTon. [lpu Apyroii Moneky-
NApHONM natonorun (Tanaccemusi) cTpoeHMe rMOOGUHOBBLIX Lenei
ocTaeTCs NpaBWU/ibHbIM, HO CUHTE3 Leneil HapyLlleH, a N03ToOMy
B KOHEYHOM MUTOre cCOoCTaB reMorfiobuHa okasbiBaeTca OT/MYalo-
W1Mcsa OT HOPManbHOro.

HopmanbHbIli reMorno6uH B3pOCNOro YesoBeKa COCTOUT U3
Tpex yacTeii: 96% cocTtaBnset HbA, 3,5% — HbA2un 15% —
HbF. F'emoBas yacTb remorno6vHOB OAMHAaKOBasA; OTAMYAOTCA
€ OHW MO CTPOeHUto rnobuHoBbiXx ueneii. HbBA cocTtouT K3
OBYX a-uenei v AByX p-Lenei, cofepxawmx amUHOKUCAOTHI,
pacnonoXxeHHble B OnpedeneHHo nocnefosatenbHocTh. HbA
0603HavaeTca kak HbarPr. HbAr coctouT M3 ABYX a U ABYX
6-ueneii (Hbar6r). B coctaB HbF BxogaT pfABe a W 7-uenu
(Hbaryr). HenpaBunbHaa paccTaHOBKa aMWHOKMCAOT B NOMMU-
NenTUAMbIX LensxX — U3MEHeHWe CTPYKTypbl Leneid  rnobu-
Ha — nepejaeTca No HacnefcTsy.®

K HacToAleMy BpemMeHM onucaHo 60nee 200 BapuaHTOB
aHOMaNbHbIX reMorfiobnHoB, MX MPUHATO 0603Ha4yaTb opMmy-
NOW, B KOTOPOI yKasaHbl r06MHOBLIE LenNn U aMUHOKWUCAOTHOE
3amelleHune, Hanpumep HbSa:P26G0u *Val (rnytamuHoBasi Kuc-
NoTa B 6-M MONOXEHUU p-Lenn 3amelleHa Ha BanuH). AHO-
Ma/nbHbIA reMorfiobrH MOXeT OTAM4YaThCA OT HOPMasibHOro Mo
psgy cBOWCTB. Ecnu kucnas unm oCHOBHas aMUHOKWUCOTa 3a-
MellaeTcs HelTpanbHON, MeHAeTCH 3NeKTPUYUECKUIA 3apsas BCel
MOJIEKY bl TeMOr106MHa, YTO MOXHO BbIIBUTb MpW 31eKTpodo-
pese. Moryt MeHATbCH CPOACTBO reMornobuHa K Kucnopogy,
YCTOMUYMBOCTb K MeXaHWUYeCKOW TpaBMe, K U3MEHEHMI0 napuu-
anbHOro faBneHus Kucnopoga v T. M.

HekoTopble aMWHOKUCNOTHbIE 3aMelleHWs He NpUBOAAT K
naToNorMyYecknUm sABneHUsaM. [pyrue ke nexaTr B OCHOBe na-
TONOrMM YenoBeka, NPUYEM CTEMEHb ee MOXeT ObiTb pasnunu-
HOM — OT He6O0MbLWMNX KAUHUYECKUX MNPOABAEHUIA, BO3HMKAIO-
WMUX TONbKO NpWU OMNpefefieHHbIX 06CTOATeNbCTBAX, A0 TAXe-
N0, CMepTenbHOMW NaTonoruu, Kak 3ato 6biBaeT MpM roMo3uUroT-
HOM HacnefoBaHuMM remornobuHa S (cm. nogpasgen «Cepno-
BUAHO-KNETOYHAA aHeMUN»),

B nocnefHee Bpems BCe aHOMaslbHble remMorno6uHbl Aenst
Ha cTabunbHble U HecTabunbHble. CTabuibHble aHOMasbHble
reMorfiobvHbl, Kak NpaBuso, Aal0T BbIPaXKEHHY KINHUYECKYIO
KapTUHY TONbKO Y TrOMO3MroT (CepnoBMAHO-KNeTOYHas aHe-
MUA) WAW Xe MPU COYeTaHWW aHOManbHOro remornobuHa c
TanacceMuen.



K HecTabu/bHbIM OTHOCSATCA FemMornobuHbl, B KOTOPbIX 3a-
MelleHNe aMUHOKUCNOT BO3HUKAET B BaXHbIX, «Y3/10BbIX» [A/if
MONeKyNbl MecTax, Hanpumep B MecTe KpensjeHWs rnobunosoi
Luenu K remy, B MecTax KOHTaKTOB a- W p-Lemneid, B MecTax,
npejoXpaHA WX MOMEKYNy OT peakuunu ¢ BOgoW, u T. nm. He-
CcTabunbHble reMorfobunbl Nerko paspyLlatTcsa Mpu BHELWHUX
BO3AENCTBUAX U AalOT FEMOUTUYECKYIO aHeMUIO Aaxe npu re-
TEPO3UTOTHOM HOCUTenbcTBe. K HacToswemy BpeMeHW O6Ha-
py>XeHo 0Kofi0 50 BMAOB HeCcTabUbHbLIX Femorio06HNOB, HO 3a-
6oneBaHue BCTpeyaeTcs pefkKo.

Femorno6uHonaTuy BCTpeYaTCs rNaBHbIM 06pa3oM B CTpa-
Hax XapkKoro kaumara.

B CCCP aHomanuu remornobuHa (HbC u Tanaccemus)
BCTpeyatoTca B CpefHeli A3unm n Ha KaBkase.

MpPUYNHBI BO3HUKHOBEHUSA MyTaluii, MPUBOAALLUX K aHO-
ManunsaM, He BbIICHEeHbl. 10 runoTese ANJNCOHA, U3MEHEHUA B
CTPYKType remornobrvHa BO3HWKAW MO BO3AeACTBMEM Mans-
pWAHOTO NNa3MoAusA U SBUMWCH 3aLUTHOW peakumeid opraHus-
Ma 4esioBeka MpPOTWMB Manapuu. VMeeTcsa onpefefieHHas 3aBu-
CUMOCTb MeXfy reorpaMyeckum pacnpoCcTpaHeHWeM remMorno-
6MHO030B 1 TPOMUYecKoih Manapum. [OMO3WUroTbl (HampuMmep,
HbSS) kpaitHe pefko 3aboneBarT Manspuei, reTepo3nroTbl —
3HAUYMTENbHO peXxe, YeM nuua C HOpMaNbHbIM CTPOEHWEM Te-
mMornobuHa. OfHaKo B reHe3e MyTauWuil BCe XXe 0CTaeTcsd MHOro
HesiCHOrO.

CeproBuAHO-K/IETOYHAs aHeMMS

CepnoBugHo-kneto4yHaa aHemusa (sickle cell anaemia) — Ha-
cneAcTBeHHoe 3aboneBane, KOTOpPbIM CTpafjatlT AeTu, yHacne-
fOBaBWME OT 060MX poauTeneid aHoMasbHbIli remornobuH S.
HasBaHne 3a60neBaHNs CBS3aHO C TEM, YTO NPU OMpPeAeneHHbIX
YCNOBUAX 3PUTPOLMUTLI 60MbHLIX NpuobpeTatdT CEpPrnoBUAHYIO
thopmy.

Lpyroe Ha3BaHMe 601€3HU — ApenaHoLnTO3.

FemornobuHonatus S WKWPOKO pacnpocTpaHeHa B Tponu-
4YeckoM U cyb6Tponmnyeckom nosicax. B akBatopuanbHoit Adpu-
Ke B OTAeNbHbIX pailoHax (YraHpga, [aHa, 3onoToli beper) uvac-
ToTa HocuTennctBa HbS pgocturaet 40—45%, poxpaemocTb
[eTeil-roMo3nroT TakXKe BbICOKas, UYTO faeT G0/bLIYI0 AETCKYI0
cMepTHOCTb. Obuiee yucno HocuTeneh reHa HbS B mupe npe-
BbilwaeT 50 MSH. 4esoBek.



0 HbAS
Poautenu [ HbAA

FameTsbl HbA HbA HbA HbS
fetn HbAA HbAS HbAA HbAS
3p0pos Hocutensb 3p0pos Hocutenb
aHoManuu aHomManuu

Puc. 5. Cxema reTepo3uroTHoro HacfefoBaHus ceprnoBUAHOCTW.

MaToreHe3. B remornobuHe S rugpounbHas rayTamumHO-
Bas KuWcnota, cToslLlas B 6-M MOMOXEHUW p-uenu rnobuHa, 3a-
MelLeHa Ha rmapoo6HbIi BanuH. MNpu nageHny napumanbHoOro
LaBneHus Kucnopoga MpOMCXOAMT MOMEKYyNnsapHas arperayus
(kpucTannusauma) remornobuHa; OH CTAHOBMTCA MeHee pac-
TBOPUMbIM. OJHOBPEMEHHO MPOUCXOAUT COEfMHEHMe a-uenu
OLHOWN MONeKybl FEMOr/I06MHA C aHOMAaNbHOM p-Lenblo APYroi.
B pesynbTaTe 3TOro obpasyeTcs TakKToOWg WAU CEPNOBUAHO-
KNeTOYHbIN 3pUTPOLUT — LPEnaHOoUHnT.

CepnoBuHble 3pUTPOLUTLI CO34alOT CTa3 KpPOBWM B Kamui-
nApax, reMosu3nNpyrTCs, BbI3bIBAKOT FeMOAn3 ApYyrux 3puTpo-
UMTOB, NOBpEXAas X MeMbpaHy OCTPbIMU KOHLAaMUW. Bo3HuKa-
eT aHemus.

HacnepfoBaHve CepnoBMAHOCTM MOXeT ObiTb FeTepo3nroT-
HbiM (puc. 5) n romosmroTHbiM (puc. ). B cnyvasx retepo-
3UrOTHOrO Hacnef0BaHUsA NaToNOrMYecKnii remorno6uH cocrtas-
naeT 20—45%, NO3TOMY CTeMeHb KAWHUYECKUX MPOSBEHUA,
BO3HMKAKLWMX B YCNOBUAX TUMOKCEMUU, He OblBaeT TakoW TH-
Xenoii, Kak nNpyv romMo3WroTHOM COCTOAHWUW. [eMOAUTUYECKHUIA
KpW3 M TPOM603bl MOFYyT BO3HUKHYTb B YC/IOBUSAX pe3Koro na-
LeHNs napuuanbHOro AaBfieHUS KWCNOpofa, Hanpumep npu
nosete B HerepMeTU3MpOBaHHOM camoseTe, MpPU HenpaBU/b-
HOM BeJeHUM HapKo3a, pe3kKoi runokcum u aumpose nwboro
npoucxoxgeHus. O6bIYHO Xe y HOCWUTenein aHoManuum B ycno-
BMAX TUMNOKCUM W auuposa HabnwAarTcs nosiBneHue Hebonb-
IO XEeNnTyXW W Hepe3Koe CHWKEHWe YPOBHSA reMornobuHa.



PoguTenn HbAS HbAS
I ameTbl HbA HbS HbA HbS
Aetn HbAA HbAS HbAS HbSS
3p0pos Hocutenb Hocutensb BoneH
aHomanum aHomanum

Pnc. 6. Cxema roMo3uUroTHOro HacsefoBaHWSA CEPrOBUAHOCTW.

Mpu 6pake ABYX HOCUTENeA CEpnOBUAHO-KNETOUYHOW aHo-
Manuy BO3MOXHO POXAeHWe feTeli — roMO3UroT Mo remorno-
6UHY S, reTepo3nroT u 340pOBbIX (CM. puc. s).

KnuHnuyeckas KapTuHa. FeMOAMTUYecKMe KPU3bl HauyuHa-
I0TCA ¢ 3—4-MecsiYHOro BO3pacTa, TaK KakK K 3TOMy BpeMeHU
NPOMCXOANT 3aMeHa Yy-ueneil deTanbHOro remornobuHa Ha
(3-uenun remorno6uHa B3pocnoro. et 06blYHO cnabo pasBUTHI,
C O/MHHBIMW, TOHKMMWN KOHEYHOCTAMMW; Yy HUX OTMeyaeTcs 3a-
LepXKa pa3sBUTUS BTOPUYHBIX MOMOBLIX MPU3HAKOB. MouTu no-
CTOSIHHOE MOBbLIWEHHOE pa3pyLleHue 3pUTPOLMTOB MNPUBOAUT
K TSKeNol aHemMuu.

Kpome aHEMUU 1 XENTYXW, B KNMHUYECKOW KapTWHe Bbipa-
XEHbl CUMMTOMbI, CBSi3aHHble C TPOM603aMu MENKUX COCYAO0B
CeprnoBMAHbIMK 3pnuTpoLMTaMn. Ha KOXe U CAM3ncTbiX 060/104-
Kax BO3HMKAKT remopparnyeckue BbiCbiMaHusi, Tpoduuyeckue
A3Bbl. HabnogaoTca MHapKTbl BHYTPEHHUX OPraHoB, 0CO6eH-
HO 4aCTO B Cene3eHKe M Noykax. [emaTypus, Bbi3BaHHAs TPOM-
603aMKn COCY[0B MOYEK, MOXET ObiTb HACTOMNbKO TAXENOM, 4TO
CTAHOBMTCA BeAYWMUM KAUHUYECKUM cuMnToMoM. CeneseHka
yBe/MYEHa He BCerja, MHorja Aaxe yMeHblLUeHa B pe3y/bTaTe
Py6LOBbIX M3MEHEHWIA Mocne UHAPKTOB (ayTOCMAEHIKTOMMUSA).
MeyeHb OOLIYHO YBEAMYEHA, B XEMUYHbIX NYTAX B pe3ynbrarte
n3bbITKa 6unnpybruHa obpasytoTcad KamHW. Tpombo3bl B COCY-
fax 6ploLWHO/A NOoNoCTM COMPOBOXAAKTCA  abAOMUHANbHBIMK
Kpusamu (BNAOTb A0 WOKA).

Hanbonee BbipaKeHbl W3MEHEHUS B KOCTSIX, CBA3AHHbIE C
Tpom603amMu cocyfoB. BO3HMKAKT acenTUYecKne HeKpOo3bl,



KOMMPECCUOHHbIE NEePeoMbl,
HEKpPO3bl CYCTaBHbIX KOHLOB
c o6pa3oBaHWEM apTpO30B.
PeHTreHonornyeckun B Tpy6-
YyaTblX KOCTAX Haxo4sT uc-
TOHYEHMWEe KOPKOBOrO  Cfof,
rpybyto TpabeKynspHyo
CTPYKTYpy. B koctax uepe-
na BbIABMAAKT paclWwnpeHue
AMNNONYECKOro MPOCTPaHCT-
Ba W pajuanbHYl0 UcYepyeH-
HOCTb  KocTel  (cMMMTOM
«eXMWKa», WM «BONOCATOrO
yepena).

AHeMus 06bIYHO TAXENasd, CO 3HaYNTENbHbIM YMEHbLUIEHU-
emM cojepXaHus remornobuHa u yucna aputTpouuToB. OcmMoTU-
yeckas pe3sMCTeHTHOCTb 3PUTPOLMTOB He WM3MeHEeHa, 4yBCTBU-
TEeNbHOCTb K MEXaHW4yeckoil TpaBme noBbilweHa. KonuuecTso
NeliKOUMTOB M TPOMOOLMTOB O6GbIYHO YBENMYEHO.

[narHo3 cepnoBMAHO-KNETOYHON aHeMuUu MOATBEPXAaeT-
cA npobamu, BbIABAAIOLWMUMMN CepnoBuaHblE (OPMbl 3pPUTPOLM-
TOB B Ma3ke, U (hakToM o6HapyxeHus HbS npu 3anekTpo-
thopese.

Mpu gobaBneHUn K Kanne KpoBW, B3ATOW U3 NpejBapuTesb-
HO MepeTAHYTOro XrytoMm nanbua (Co3faHWe TUNOKCEMUM),
CUNbHOTO BOCCTAHOBUTENHA, Hanpumep, Metabucynb@ura Hart-
pus, obpasyloTcs CEpnoBUAHbIE 3puTpounTbel  (puc. 7). Mpu
anekTpoopese BUAHA fONONHUTeNbHas nonoca HbS, Tak Kak
MOJIEKY bl €ro, cojepaline HeWTpanbHblA BanuH, 4BUXYTCS
B 3/IeEKTPUYECKOM MNofie MeA/ieHHee, YemM MOJEeKY/lbl HOPMaib-
HOro remorsio6uHa.

CepnoBMAHO-KNETOUYHYIO aHeMutlo auddepeHumpyoT oT
Apyrux remornobuHonaTtuii, peBmatnsma, MmokapauTta, OCTeo-
MUENNTa, MOYEYHO- U XXENYHOKAMEeHHON 60M1e3HU.

NeyeHne cepnoBUAHO-KNETOYHOW aHeMUU TONMbKO CMMMNTO-
mMaTuyeckoe. MNpu pe3KOM YMEHbLIEHUN COAEpPXaHus remorno-
6UHa NPUMEHAIOT NepenBaHns KpOBWU, 3PUTPOLMUTHOW MAcCChl,
Npyv MHPEKLUOHHBIX OCIOXHEHUAX — aHTUOUOTUKMK, NPU TPOM-
603aXx — aHTUMKOoarynsaHtbl. ®eHOMEeH CeprnoBUAHOCTU 3afep-
XXMBaeTcsa npenaparamu aueTWICanuLMIOBOA KMWCNOTbl U (he-
HOTWa3MHOBOIO psfja.

BeeseHune npenapata «Sickledex» B BEHY Mpu reMonmtmye-
CKOM Kpu3e gaeT npeumnutauumio HbS u ynyduwaet coctosiHue
60/bHbIX.



MpodunnakTukKa reMmoNNTUYECKUX KPWU30B Y BONMbHBLIX M HO-
cuTeneinl aHOManMW [O/MKHA COCTOATb B MpefynpexAeHun u
ObICTPO NNKBUAALMUN TUMOKCEMWUYECKUX COCTOSHUIA U auupo-
3a (Hapko3, TsKenble pofbl, NOAbEMbI Ha 6OMbLIYI BbICOTY,
CMYCK Ha rny6uHy u T. n.).

M3 gpyrux remornobmHo3oB B Apuke © Ha nobepexbe
CpepunsemMHOro mMops 4yacTto BcTpeyaetca aHomanusa C. B remo-
rno6buHe C rnyTaMMHOBAas KUC0Ta B 6-M MOMOXEHUN 3aMEHEHa
Ha nun3nH (HbCazp26Au+L,s), BcneacTBMe 3TOr0 reMorno6uH
Nerko KpucTtannusyertcs, OfHaKo o6pa3oBaHUs CeprnoBUAHbLIX
(hopM He NpoucxoanT. [eTepo3MroTHOe HOCUTENLCTBO He Co-
NPOBOXJaeTCAd KAUHUYECKUMU MPOABAEHUSAMU, HO 3PUTPOLMU-
Tbl Y TeTepo3NroT MULIEHEBUAHbIE.

KnnHuuyeckasa KapTWHa y roMo3uroT ckfafdblBaeTcs M3 ner-
KOl aHeMun, HeboNbLWON NMxopagku, cnaboctn, 6oneil B Koc-
TAX W cycTaBax. CefeseHka 06bIYHO yBeNMYeHa.

3aboneBaHue uvaule BCEro 06HApY>XWBaeT PEHTreHonor no
M3MEHEHUAM B KOCTAX, aHaNOTM4YHbIM TeM, KOTOpble Habnoga-
toTcs npu HbSS.

CepnoBMAHO-K1eTOYHaA aHOManusa B COYeTaHUM C aHOMa-

nmamm C — remornobmHos SC, unmM apuKaHCKUiA peBma-
TW3M, — MNPOTEKAET C BbIP@XEHHbIMW ABIEHUAMU CO CTOPOHbI
CYCTaBOB.

Tanaccemumn

3710 3aboneBaHue WM3BECTHO NOS HECKONbKUMW Ha3BaHUAMM:
cpegm3eMHomMopckas aHemus, 60ne3Hb Kynu, MuweHeBUAHO-
KNeTo4YHas aHeMMS, XPOHUYECKUIN CEMENHbIN 3puTpobnacros,
unu Tanaccemus. BcTpeyaetca rnaBHblM  06pa3soM B CTpaHax
nobepexbs CpeausemHoro mops, kOro-BoctouHoli Asum, 3a-
KaBKasbs, B pecny6nukax CpegHeil Asnu.

MatoreHes. MNMpu TanacceMuy HapylleHa CKOPOCTb CUHTE3a
0fHOro BuAa uUeneid rnobuHa. IT0 HapylleHUe CBA3aHO C Ha-
CNeACTBEHHbIM Ae(heKTOM TpaHcnopTHon PHK unu reHa-pery-
natopa. B 3aBMCMMOCTM OT TOro, CWHTE3 KaKOWh rno6uHOBOIN
Lenu WM3MeHeH, pasinyarT a-Tanaccemuio, |3-tanaccemuTo,
7-TanacceMuio, a Takxe (DOpPMbl C COYETAHHbIM HapyLlleHueMm
CMHTEe3a ABYX Uemnei. BbipaXeHHOCTb KAMHWYECKUX MposBhe-
HWIA 3aBUCUT OT TUNa HacnefoBaHWsA (FOMO3WUIOTHOIO WX Te-
TEPO3UrOTHOr0) M nokanusauuun gedekTa.

Yawe BCero BCTpevaeTcs HapylleHMe CUHTe3a P-uenei.
B aTtom cnyuyae cofep)aHue remorno6uHa A, B coCTaB KOTOpPO-
ro BXoAAT 2a- u 2p-uenu, ymeHblaetca. Cogep)xaHue xe re-



mornobuHa F, umerowero 2a- v 27-uenu, n remornobuHa Az, B
COCTaBe KOTOpPOro mmeroTca 2a U 26-Uenun, yBennymBaeTcs.

YrHeTeHUe cuHTe3a P-ueneli y roMo3urotT MOXeT 6biTb Ha-
CTO/IbKO CUMbHbIM, YTO CMHTe3a HbA coBceM He npoucxoguT u
BeCb remornobuH npeacrasnedH HbAr n HbF. 3Tu remorno6uHsl
[ONS B3pOC/IOr0 YenoBeka HemnoSIHOLEHHbI.

HepocTaTouHblli CMHTE3 P-Leneil NpUBOAMT K U3BbLITOUHOMY
obpa3oBaHuiO a-uUenei. JInWHKMe a-uenn MoryT o6pa3oBbiBaTh
HecTabuNbHbIA remMornobuH, KOTOpbIA MpeuunuTUpyeT U Bbl-
najgaet B 3puTpoUUTE B BUAE «Tenel, BKAOYEHUA». DpUTpOLUU-
Tbl /IETKO paspyLlatTcs, CEeKBECTPUPYIOTCA U FeMONn3npytoT-
€A B y3KMX Kanunnapax. M36bITo4HO obpa3oBaBluvecs a-Leunn
BCTYyNalT B coefjMHeHne ¢ SH-rpynnamy MembpaHbl 3pUTPO-
LMTOB M NOBbILWIAKT ee NPOHULAEMOCTb, YTO TakXe 06YycnoBaun-
BaeT MOBbILEHHbIA reMonus.

Mpu TanacceMmu TakxXe HapylleHbl CUHTE3 rema >K meTa-
60n13M >xenesa, yero He 6biBaeT NpU KnacCUYeCcKUX remorno-
6uHonaTnAax.

Mpu romMo3MroTHOM nepegaye HapylleHUs cuHTe3a (3-Lenei
BO3HMKaeT pa3BepHyTas KapTWHa TSXKENOW remMonMTUYECKONn
aHeMun — 6onbllas Tanaccemusa, unm 6onesHb Kynu.

KnnHuyeckaa kapTuHa. FeMonmTuyeckas aHeMus npossnsa-
eTCS YXe Ha MepBOM rogy Xu3Hu. [eTu oTcTalT B husnde-
CKOM U YMCTBEHHOM pa3BUTUM, 6MefHbl, XeNnTylwHbl. N3meHe-
HWA CO CTOPOHbI KOCTEN Bblpa)KaldTCcA B UCTOHYEHUW KOPTU-
KanbHOro Cc/of M paclwupeHnus  KOCTHOMO3roBOr0  KaHana
TpybuaTbiX KOCTei; rybuatbiii Cnoli KOCTel 4vepena YTOLLEH,
NOSBNSETCA «Uronbyvatblii» NepuocTo3. [leveHb W cene3eHka
06bIYHO YBENNYEHbI. L

Y 60MbHbIX UMeeTCA TMNONOMHAA aHeMus ¢ 601bLWUM KO-
NINYECTBOM MMULIEHEBUAHbLIX 3PUTPOUMTOB, MPEUMYLLECTBEHHO
MUKPOLMTOB, ann3ononkunountos (puc. s). BoisBnsercs 6as3o-
(hMnbHaa NyHKTauus 3puTpoumToB. KONMYecTBO peTuKynouu-
TOB MOBbIWEHO (5—10%); NPU OKpacke MX HEOKUCAAKOLLUMMU
KpacuTensamm BbIABAAKTCA Tefbla BKAOYEHUA. [1poa0mKK-
TENbHOCTb >XWU3HW 3PUTPOLUTOB yMeHblleHa. OcmoTU4eckas
X PE3NCTEHTHOCTb BbICOKas — MOJIHbIA FEMO/IN3 MPOUCXOAUT
MHOrja TOMbKO B AWCTUANMPOBAHHOI BOAe. YPOBEHb CbIBOPO-
TOYHOIO >Xefie3a MNOBbILEH, Pe3KO YBeNMYeHbl 3anachl Xenesa
B feno (nonoxwuTenbHas npoba c gectepanom).

MpumepHbIA aHanu3 kposu: 3p. 3,4-106 Hb 80 r/n, uB. nokasa-
Tenb 0,7, petukynouy. 12%, n. 7,5 103 neiikoumTapHaa d¢opmyna 6e3
ocobeHHocTe; CO3 14 mMm/4, B Ma3Ke BUAHbl MWULLEHEBWUAHbIE 3PUTPO-



Puc. 8. KapTuHa KpoBM npu Tanaccemumu.



LUUTbl, UMETCS MWUKPOAHU30LMTO3, 6asonaibHas MyHKTauus 3puTpo-
umToB. CbIBOPOTOYHOE Xene3o 3400 mkr/n. Mpoba ¢ gechepanom nono-
XuTenbHas.

TeueHne 3aboneBaHua TsXxenoe. MHorga et ymuparT Ha
nepBOM rofy >XW3HM, yalle — B Bo3pacTe 5— s net. MNpwu 6onee
MArkon topme 6one3Hn (thalassaemia intermedia) 60/bHbIE
[OXMBAKOT [0 B3pPOC/IOr0 COCTOAHUA.

Mpy reTepo3nroTHOM p-TanacceMmu HapylleHWe CUHTe3a
remornobmHa BbipaXemno MeHblUe, TaK Kak Ae(eKT Hacnemyet-
cA TONMbKO OT OfHOro u3 poguteneii. CogepxaHue gpakuum A
CHMXXEHO HEMHOr0; B OCHOBHOM MOBbLILEHO COAepXaHue ¢pak-
umm Ar n meHbwe — <}puakuyum F.

eTepo3uroTHasa Tabll”~emna BcTpeyvaeTca NpakTUYECKU BO
BCEX cTpaHax Mupa. KnuHuueckas KapTWHa ee 3HAYUTE/bHO
nery”~flem npu roMo3nNroTHoOW qopme. Bone3Hb MOXeET 6bITb
manocXKwTomHoli (thalassaemia minima) wnum nerkoin (tha-
lassaemia minor). BonbHbIX 6ECNOKOAT YTOMASEMOCTb, Cfa-
60CTb, rONOBHbIE 60nM. WMeeTcs yMmepeHHas TMNoOXpoMmHas
aHeMMUs C MULIEHEBUAHbIMW 3puTpoLMTamMKn, 6a3oPuUabLHON
NyHKTaLnelin Ux v peTUKynoLMTO30M. YPOBEHb CbIBOPOTOYHOIO
)Kenesa nNOBbIWEH, fectepanoBblii TeCT MONOXUTeNbHbINA. Ce-
NneseHKa W Me4vyeHb yBe/M4YeHbl He Bcerja.

[narHo3 reTepo3uroTHol Tanaccemuu cnegyeT npegnona-
ratb B C/llyyasx FMNOXPOMHOM aHemuun, He nopggatwouielica ne-
YEHWI0 XKenesom, Npu YBEUYEHUU COAEpXKaHMA XKefe3a B KPo-
BM, HalMUUU MULLIEHEBUAHOCTU U 6a30uIbHON  MNyHKTaLUu
3pUTPOLUTOB, YBENNUYEHUMN CENE3EHKMU.

[varHo3 gomkeH 6bITb NOATBEPXAEH 31eKTpodope3om, npu
KOTOPOM O06HapyXuBaeTcqd YB“KYEHWE KONMYeCcTBa ManblX
thpakumnii remornobuHa (HbAr n HbF).

Mpn HapylweHWN cUHTe3a a-Leneidi BO3HMKaeT a-Tanacce-
mus. Matonorns kKacaeTca Bcex Tpex (pakuuii remornobuHa,
NMo3ToOMy mnepepacnpefeneHns B COAepXaHWW UX He OblBaer.
[TOMO3MrOTHOE HacnefoBaHWe a-TanacCemMuy MPUBOAUT K BHYT-
puyTpo6HOU rmbenn nnoga, reTepo3nroTHoe — K remoamnTude-
CKOW aHEMUMN C Pa3IMYHO BbIPaXXEHHOCTbIO KAMHUYECKMUX NpU-
3HaKOB.

NeyeHune TanaccemMuini — cnoxHas 3afgava. [lpumMeHeHwue
npenapaToB >Xeje3a MPOTUBOMNOKAa3aHO. [eMoTpaHChy3nmn Hyx-
HO coYeTaTb C Has3HayeHMeMm pgectepana, TaK KakK MHaye OHU
YCUAMBAIOT FEMOCUAEPO3 OpraHoB. ANa yNydleHUs 3puTpo-
no33a HasHayalT BUTaMUHbI Biz, B6, honneByo n ackopbuHo-
BYIO KWUCNOTbl. B HEKOTOpbIX cay4vadx yAaneHue cene3eHku
obneryaet TeuyeHue 3aboneBaHus.



4. AHEMWW, CBA3AHHbLIE C BO3AEWCTBWEM AHTUTEN,
MPAMbBIX TEMON3NHOB
N APYTMX MOBPEXAOAKOWUX ®PAKTOPOB

/AyTOI/IMMyHHbIe reMoInTn4yeCcKne aHemmm

AyTOUMMYHHble remonuTuyeckne aHemum (AWICA) BO3HUKa-
0T B pe3ynbTate 06pa3oBaHUs aHTUTEN K COOGCTBEHHbLIM 3pUT-
pouuTam 60MLHOrO.

MaTtoreHes3. CylecTByeT rpymnna reMo/iMTUYeCKNX aHeMUid,
Npy KOTOPbIX MOSAB/IEHWE AHTUTEN K COOCTBEHHbIM 3pUTPOLU-
Tam CBfA3aHO C M3MEHEHWEM aHTUTEHHON.CTPYKTYpbl MeMBpaHbl
3pUTPOLUTOB B pe3ynbTaTe BO3A4EWCTBUS NEKAPCTBEHHbLIX Be-
WecTB; UHEeKUUM 1 T. N. BO3MOXHO TakxXe MOsABAEHUE aHTU-
TeN K HEU3MEHEHHbIM 3pUTpOLMTaM MpPU HapyleHUAX B WUM-
MYHOKOMMETEHTHON cucTeme 60/bHOr0 (MCTUHHO ayTOUMMYH-
Has aHemus).

Mo ceponornyeckomy TWUMNy BblAeNAlOT aHeMuUu, 06YCNoB-
NIeHHble HaNn4yueM TENNOBbIX ayTOAHTUTEN, XON0LO0BbIX aHTu-
Ten, ABYX(as3HbIX reMosiu3NHOB.

Hanbonee uacto BcTpevaotTcs AWIA, Bbl3biBaeMble Ten -
NOBbLIMU ayToaHTUTeNamu.

TennoBble ayToaHTUTena, npuHagnexauwme K 1gGj_j)s bis HO
ABNAKTCA HENONHbIMWA TENNOBbIMW arrNlOTUHUHAMU, KOTOpble
MaKCMManbHO MPOSBAAKT CBOe AelicTBME Mpu TemnepaType
37°C. 'eM0NU3 NPOUCXOAUT B OCHOBHOM BHYTPUKNETOYHO (B ce-
Nne3eHKe, KOCTHOM MO3re, MeyeHu), pexe — BHYTPU COCYZOB.
3abonesaHnme MOXeT pa3BMBaTbCAd 6e3 BUAUMbIX MNPUYUH
(ngnonatuyeckas ¢opma), Ha (oHe Kakux-nubo fApyrux 3a-
60neBaHWii — XPOHMYECKOro NUM@oNeinkosa, numgorpaHyne-
MaTo3a, CMCTEMHOI KpacHOW BOMYAHKM  (CMMMNTOMATMYeCKas
thopma), a TakXXe B CBA3M C NPUMEHEHMEM NeKapcTB (MeHu-
UMNAKH, uedanocnopunsl, metungoda n gp.).

AHemus B l060M M3 3TUX Cly4vaeB MOXET NpoTekaTb OCT-
po, NOLOCTPO WAU XPOHUYECKMU.

KnnHnyeckas KapTuHa Takas e, Kak U npu Apyrux remo-
NUTUYECKUX AHEMUAX: HOPMOXPOMHAf WM TUNOXPOMHas aHe-
MUS, PEeTUKYNOLUTO3, NONNXPOMATOPUANA 3pUTPOLMNTOB. XKen-
Tyxa 00bl4HO 6blBAET BblpaXXeHa He3HaYUTeNnbHO («NauueHThbl
60nee 60NbHbI, YeM XEeNTbl»), XapakTep ee FeMOAUTUYECKUN
CeneseHka yBenu4yeHa. MNeyeHb B nepuof 060cTpeHUs 601e3HN
yBen4YnBaeTca, CTaHOBUTCA 60/e3HEHHON. B ceneseHke, ne-
YeHW, KOCTHOM MO3re M MoYKax OTK/MaAblBaeTCA reMoCUAEPUH.
ApuTpounTbl MOPHONOrMyYeckn He MU3MEHEHbl, OCMOTUYECKas



pPe3NCTEeHTHOCTb WX HopManbHas. OCHOBHbIM 1abopaTopHbIM
TECTOM, KOTOPbIA yKa3blBaeT Ha WMMYHHbIA XapakTep remMonu-
3a, ABNAETCA NONOXMUTenbHas npamas npoba Kym6ca. OHa
OCHOBaHa Ha TOM, YTO MpPY CMeLIMBaHWUM 3PUTPOLMTOB BONLHOTO |
(Ha HMX PUKCUpOBaHbl HEMO/IHbIE aHTUTeNa) co cneuyuduye-
CKON aHTWUrnobynMHOBON CbIBOPOTKOM MPOMCXOAUT npeynnu-
Tauusa aHTUTEeN, a BCNeACTBME 3TOr0 — arrnoTUHaUmMa 3puTpo-
unToB. Ecnn na spuTpoumTax HeT aHTWUTeN, NpeuumnuTauuy He
npoucxogut. B nocnegHee BpeMs nNpefsiokeH MeTof arperar-
remMarrfoTWTaLMM, MNOBbIWAKWMNA YYBCTBUTENBHOCTb NPO6LI
/Kym6ca BO MHOro pas.

Henpsamaa npoba Kym6ca BbisiBNAeT aHTUTeNa B CbIBOPOT-
Ke 60MbHOro. [ns 3TOro OTMbITbIE 3PUTPOUUTHI JOHOpa (340-
pOBOr0) CMeLIMBaKT C CbIBOPOTKOM 60/MbMOr0 M OCTaBASKT Ha
30 MUH. Ecnn B CbIBOPOTKE 60MbMOr0  MMETCA aHTuTena K
3puTpoumnTam, OHM UKCUPYIOTCSA Ha HUX. ocne 3Toro apuTpo-
UUTbl [OHOpPa HAYMHAKT [aBaTb MOMIOXMUTENbHYIO Mpoby
Kym6ca.

AWTA, Bbi3biBaemble XO0/040BbIMUW ayToaHTUTeNnamu,
MOryT TakXe OblTb MANONATUYEEKUMU U CUMNTOMATUYECKUMU.
MocnefHne BO3HMKAKOT Ha (olie HDEKLUOHHOrO MOHOHYK/eo-
3a, MUKONNA3MEHHOW MHEBMOHWW, BUPYCHbIX WH(EKLWA, NUM-
thonponudepaTuBHbIX 3a60neBaHuii. Xono[0BbIe ayToanTuTena
OTHOCATCA K MMMYHOrnobynmHam M (pexe G) u npeacrtasns-
0T CO60M arrMtOTUHUHBI. ONu PUKCUPYIOTCA BMECTE C KOMMe-
MEHTOM Ha 3pUTPOLUTAX, Bbi3biBaf UX arrnoTUHALWUIO U Temo-
nu3. [leficTBMe aHTUTEN MPOABASETCA NpWU TemnepaType HUXe
32°C — B MENKMX cocyfax AucTanbHbIX y4yacTKoB Tena (nmanb-'
Ubl, yWKn) Npy UX OXIaXKLEHUU.

KnuHnyeckas kapTuHa. XapaKTepHOl 0COBEHHOCTbI 60/b-
HbIX C MAMOMN3TUYECKOW (OpMOI ABNAETCA NaoXas MepeHocu-
MOCTb X0/104a —Y HWUX Mep3HYT, 6eneldT U CUHEKT nNasblibl
PYK W HOr, ywu, Hoc. OnucaHbl cnyyan He TO/IbKO CUMHApPOMA
PeliHO, HO W raHrpeHbl NpuU AAUTENbHOM NpebbiBaHUM Ha XO-
noge. Bo Bpemsa B3ATUA KPOBM HAa aHalM3 MOXeT BO3HWKATb
aytoarrfioTuHauua, Kotopas mellaeT onpesenTb rpynny Kpo-;
B n CO3. dnekTpodopes BbIABAAET AOMNONHUTENbHYO 6enKo-
BYIO (bpakuuio, KOoTopas W npeacTaBneHa Xo0A040BbIMW aHTUTe-
namu. TedeHue 60/Me3HM XpOHWM4YecKoe. ['eMONM3 pa3BuBaeTCs
NPenMyLLeCTBEHHO 3UMOIA.

Mpu cMmnTOMaTMUYeCKMX (hopMax remMonn3 BO3HUMKaeT OCTPO
B Mepuoj BbI3J0OPOBNEHNA OT UHGeKUMM — peskas cnabocTb,
6/1e4HOCTb, XXENTYLWHOCTb, CHWXEHWEe YPOBHSA remornobuHa:.
Mpo6a Kym6ca 6biBaeT NOMOXUTENbHON. [MpPOrHo3 cumnToma-



TWYECKUX (HOPM O06bIYHO XOPOLUMIA, ecnu OCMoBHOe 3aboneBa-
HWe He 3/10KaYeCTBEHHOe.

Pegko BcTpeyvakoweiica Gopmoli ayTOMMMYHHON TEMONNTU-
Yyeckoll aHeMuu SIBASIETCS MapoKCM3MaNibHas X0/040Bas remo-
rno6uHypus — AWICA, Bbi3BaHHasa fABYX(Ma3HbIMU Tre-
MONMM3MHaAMWK, oOTHocAwMmMUcs K IgG. Mpu oxnaxgeHuu
opraHM3ma OHM OCefalT Ha 3pMTpouMTax, a reMonu3 Bbl3blBa-
0T npu 37°C.

B KAMHU4YECKON KapTWHe XapaKTepHO MosiBfeHMEe 03H06a,
nofbema Temnepatypbl, 6oneli B XMBOTe, PBOTbl U MOYM 4Yep-
HOro LBeTa 4epe3 HECKO/IbKO YacoB MOC/e MepeoxnaxaeHus.
MpucTyn CcOMPOBOXAAaeTCA HEPE3KOW IKeNTyxoi, aHemuen,
neiko- n TpomboneHuen. B Moye MoABNAETCA TeMOCUMAEPUH.
CbiBOpOTKa KpOBWM po30Basi (reMorfobuHemus), npu CTOSAHUU
CTaHOBMTCS KOpuU4YHeBOl (06pa3yeTcsa MeTreMorsiiobuH).

lMporHo3 onpefenseTca MacCUBHOCTbIO remosnusa. Mpu T14-
XeNoM reMonn3e MOryT HacTynMUTb aHypusi U ocTpas noueu-
Has HefOCTaTOUYHOCTb.

NeuveHuve. Mpu Bcex GopMax ayTOMMMYHHbIX FeMOAUTUYe-
CKUX aHeMuit Hambonee 3hPeKTUBHbLIM SIBAAETCS NleYeHne Kop-
TUKOCTEPOMAHLIMU TOPMOHaMu. HasHauaTb UX cnegyeT cpasy
c 60nbWwmMX Jo3 13 pacyeta 1—1,5 mr Ha 1 Kr maccel Tena 60/b-
Horo. Mpu ynyylleHUM COCTOSAHUS [03Y MEA/IEHHO CHUXaloT,
a 3aTeM [AAUTeNbHbIA CpoK (80 2—3 f1eT) NPOBOAAT MpPEpbLIBU-
CTO-MOAAEPXUBaAlOLLEE fIEYEHME.

Y A0BNeTBOPUTENbHbIE pe3y/bTaTbl MOAy4YalOT MAPN UCMONb-
30BaHMM MpenapaTtoB aMWHOXWMHONMHOBOrO psAfa, M0O3BONAIO-
WNX YMEHbWMUTb A03Y TIOKOKOPTUKOUOB.

Mpu TSXXenol aHeMUU NOKa3aHO NepesnBaHWe 3PUTPOLMUT-
HO Maccbl, OflHaKO KpPOBb Hafo nogbupaTb WUHAUMBUAYANbLHO,
no Henpsamoi npobe Kym6ca. [Mpu NOAHOM BbI3LOPOBAEHUU
npo6a Kym6ca CTaHOBMTCA OTPULATENbHOMN.

Mpu remonnTUYecKoin aHemum ¢ XONMOLOBLIMU ArrnOTUHU-
HaMW KOPTUKOCTEPOUHble TOPMOHbI MeHee 3a((eKTUBHbI, Npu
3Tol (hopmMe aHeMuUy MNPUMEHAOT KOMMMNEKCOH d-MeHNUUTL-
aMVH, paspyllalowmnii KpynHOMONekynspHole 06enkun, 0COGeH-
HO IgM.

MN30MMMYHHbIE TeMOSINTUYECKUE aHeMUU
M30MMMYHHbLIMUM Na3blBalOT reMOIMTUYECKNE aHEMUN, KOTOpPbIe

BO3HMKAIOT NPV BO3AENCTBUM  M3OMMMYHHbLIX aHTUTen. 3JTa
hopma aHeMWint HabngaeTca Npu MepenvMBaHMKM KPOBMW, Heco-



BMECTMMOW N0 rpynnoBOiA MAN pe3yc-MPUHaLNexXHOCTU, a Tak-
Xe npu 6epeMeHHOCTU pesyc-0TpuuatenbHOM MaTepu pesyc-
MONMOXMWTENbHLIM  MN0AOM.  [MOCTTpaHCHy3UOHHbIE  aHeMuUu
00bIYHO NPOTEKAKT OCTPO M MOTYT COMPOBOXAATbCA CUHAPO-
MOM «T€MOSIMTUYECKOW MOYKU».

Mpu 6epeMeHHOCTM pe3yc-O0TpULATENLHON MaTepu pesyc-
MONOXUTENbHBIM MJ0AOM B KPOBM MaTepu BO3HUKAlOT pesyc-
aHTWTeNa, KOTOpble MOTYT BbI3BaTb arrflOTUHALMIO 3pUTPOLU-
TOB NNOJa W BO3HUKHOBEHWE TEMOMUTUYECKON 60ME3HN HOBO-
POXAEHHbIX  (3puTpobnacTto3 nnofa), KoTopas B TSHKeNbIX
cAy4vasx MOXeT MPUBECTM K CMepTu HOBOpOXAeHHOro. Oco-
6eHHO OMacHbl B 3TOM OTHOLUEHUW MOBTOPHble GEPEMEHHOCTH,
KOrja B OpraHu3Me MaTepu YXe eCTb aHTuTena nocne npeg-
lIeCTBOBABLUMX 6GEpPeEMEHHOCTEN.

AHemMunn npu ,quICTBI/II/I npAMbIX TEMO/IN3NHOB

B 3TOli rpynne HeCKO/bKO MCKYCCTBEHHO 06beAMHEHbl FeMOJN-
TWYECKMEe COCTOAHUA, MPU KOTOPbIX HEM3MEHEHHbIe MOIHOLEH-
Hble 3pUTPOLMTLI paspyllalTcsa Mof4 BO3AeNCTBMEM XUMMUYe-
CKUX (MbIWbAKOBUCTLIN BOLOPOA, CBUHEL, CONU Meau, 6eH30n
n ap.), 6aktepnanbHblX (TOKCUHbI FeMOAUTMYECKOrO0 CTPEnTOo-
KOKKa, CTaunoKOKKa M T. M.), napasuTapHbix (Manapus, nu-
xopagka Opoiis) n agpyrux ¢akTopos.

MaToreHe3. MexaHW3M remMofM3a pas3finyHbIA: OKUCEHWUE,
Hapywatuee 3aWnUTHbIe MeXaHU3Mbl 3pPUTPOLUTOB U UCTO-
watouiee epmMeHTHble CUCTEMbl, MOABNEHUE ayTOMMMYHHbIX
(hakTOpOB, paspylweHne mMembpaHbl 3pUTPOLUTOB U T. M.

KnuHnyeckas kKapTuHa. B 601bWIMHCTBE C/lyvyaeB 3Tu
aHeMUUN pa3BMBAKOTCA KakK OCTpble remonutuyeckue. MepsbimMu
npu3Hakamy OCTPOro remonmsa 06blYHO ABAAKTCA 03HO6, 06-
Luee HegomoraHue, cnabocts, 60nM B nosicHuue. Becneg 3a Tem
pasBuBalOTCA Xentyxa U aHeMus. Tak Kak remonu3 no 60nb-
Wwel 4acTM NPOUCXOAMUT MPSMO B COCyAax, MOSBASAKOTCA remo-
rnobunemms M remornobuHypusa, yBenmumsaeTcs COAepXKaHue
Henpamoro 6unupy6uHa B KpoBu. Moua MMeeT TEMHYI OKpac-
Ky 3a cYeT ypobunuHa, remocujepuHa.

Ecnm remonus HesHauyuTeneH U LeliCTBUE TeMONM3NPYIOLLe-
ro akTtopa BCKOpe 3aKaH4YMBaeTCH, XKenTyxa U aHeMus nocre-
MEHHO MPOXOAAT.

JleyeHure cOCTOMT B HEMeLNEHHOM MpeKpaweHUNn KOHTaKTa
C TOKCUYECKUM areHToM, NPUMEHEHUN aHTUAOTOB; NpPU UH(eEK-
LMK HEeoOXOANMO NleveHune ee,



Pasgen Tpetnii

FTEMOBJTIACTOS3bI

OBWMWME CBEAEHUA. KITTACCNDPUNKALNA
FEMOBNACTO30B

FemobnacTo3bl — OMyxoNieBble 3ab0neBaHUA CUCTEMbl KpPOBM.
POCT NaToNornyecknx KNeTok MoXeT 6biTb  AUDPY3HbIM UK
[>4aroBblM U MOXET BO3HMKaTb Kak B KOCTHOM MO3re, Tak W BO
BHEKOCTHOMO3rOBbIX 04arax KpoBeTBopeHus. KneTku, n3 Ko-
TOpPbIX Ha4yMHaeTcsi pocT OMyXOnW, MOFYT MpuHagnexaTb K
no6bomy psgy KpOBETBOPEHUS — MUENOUAHOMY, UMEOUAHO-
MYy, 3pMTPOLUTApPHOMY.

Femo6nacTo3bl pacnpocTpaHeHbl BO BCEX CTpaHax MWpa, HO
yacToTa OTAeNbHbIX (JopM pa3Has. B obueii cTpyKType cmepT-
HOCTM OT HOBOOGPa30BaHUI remMo61acTo3bl COCTABASAOT B CPef-
HeM okono 5%, HO cpeAu WL MOMOAOr0 BO3pacTa Ha WX [0
npuxogutca noytu 50% Bcex cmepTeli OT 310KAaYeCTBEHHbIX
3aboneBaHui.

3Tuonornsa n natoreHes remo61acTo30B TOYHO HE YCTaHOB-
NeHbl A0 HacTosiwiero BpemeHu. Hawubonee npusHaHa Teopus
OMyX0NeBOro pocra, T. €. BO3HWKHOBEHWE OGECKOHTPOMbHOTO,
HEOrpaHWYeHHOr0 M HEMPaBW/ILHOTO pa3pacTaHUs 3/1eMEHTOB
KpPOBM, MpK KOTOPOM HapyllalTcsa npoueccbl npoaugepayun n
andhepeHuMaLmm KNeTok ¢ M30bITOUHbIM 06pa3oBaHMEM He-
AU hepeHUNPOBAHHbIX  K/IETOYHBIX  3/1EMEHTOB. MexaHu3m
pasBuTMsA ONYXO0MeBOro mpouecca NyTem MeTacTa3upoBaHWUs U3
NMepBUYHOrO0 o4yara O4MHAKOB MPXU COAMAHBLIX ONYXONAX W re-
mMob6nactosax. emobnacTosbl, Kak W [pyrue OMyxonu, MOryt
6bITb 4O6POKAYECTBEHHBIMU 1 3/10KAYeCTBEHHbIMKU. [ns no-
CnefHUX XapakTepHa onyxoneBas mporpeccusi, T. e. NOCTeNeH-
HOe W/IM BHE3arnHoe pa3BUTUE HEeOoBPaTUMbIX KaYeCTBEHHbIX W3-
MeHEHW B OMyX0onu, BeAYyLIMX K HapacTaloleil 310Ka4yeCcTBEH-
HOCTW mpoLlecca.

YcTaHOBMeH psj (hakTOpoB, BAMAKOLWMX Ha 4acToTy 3abo-
neBaHua remo6nacto3amu. Tak, 60MelOT Yalle MYXUUHbI, YEM
XEHWUHb (3:2); y AeTeid M nuy  MNOXWUAOIO U CTapyeckoro
BO3pacTa remo6,1acTo3bl BCTpeyatoTCs yallle, YeM y NiiL cpea-
Hero Bo3pacTa. HecOMHeHHO NeliKo30reHHoe BO03JeiCTBME MO-
HU3MpYIOLWed paguayuu.



Puck 3aboneBaHus remobnacto3amMu BbICOK Cpeau nuu, pa-
6oTaloWwmux ¢ 6eH30/10M N ero Mpou3BOAHbIMK. VIMeroTca coob-
L eHA O BO3MOXHOM Ne/iKO30FeHHOM [elCTBUN (PEHONOB, UH-
CeKTULMAO0B M MeCcTULNAO0B.

BecbMa MHTEpPECHbIM 0Ka3anoCb U3y4YeHWe pONnu HacneacT-
BEHHbIX (DaKTOpPOB B pa3BUTUM N1eliKO30B. [laBHO ObI10 3ameue
HO, YTO 3KCMEepMMeHTanbHbI NeiKko3 Mpu M60M yCnewHo*,
cnocobe BbI3biBaHUSA €ro ropasgo fiervye M valie BO3HMKAET
Mblleli BbICOKONEAKO3HOW NMHUW. Mbiwn, 60MbHbIE NENKo3
MMeT M3MeHEHHbI XPOMOCOMHbIA Habop, nepeparowuiics i
HacneacTBy. Y nwofaen, 60nbHbIX NEKO30M, Takxe 6biin b
AB/IEHbl M3MEHeHUs Popmbl U Yynucna xpomocom. B 1960 r. Ho”
Benn n XaHrephops (Punagenshua) BrnepBble 06HapYy>Xuu,
4yTo y 6ONIbHBIX XPOHUYECKMM MWENOSIeiKO30M OfjHa napa Xpo-
MOCOM (MO MX MHEHWK 21-f) TNOYTW B 2 pa3a MeHblle, YeM
06bI4HO. JTa YKOpOYeHHas XpOMOCOMa Mofyymnnia HasBaHue
tunagenshuiickoid (Ph'). B HacTosiuiee BpeMs YTOYHEHO, 4To
thunnagenbhuinckas XpomMocoMa OTHOCUTCA K 22-i Mmape.

OfHaKo 60MbWMHCTBO MCCNeAOBaTeNell CUMTAIOT, UYTO U3Me-
HeHMe XpPOMOCOMHOro Habopa ABAsfeTcA He NPUYMHOW, a cnep-
CTBMEM feilko3a. [lpegnonaraloT, 4TO HacnefyeTcs KakoW-TO
CKPbITbIA reHeTUYecKnii aethekT, MPM KOTOPOM BO3MOXHOCTb
pasBMTUS neiiko3a Npu BO3LEWCTBUM BHELWHWUX U BHYTPEHHUX
(haKTOpoB OKa3blBaeTCA 6GONbLIENA.

Bonblwoe BHUMaHWe MPUBAEKAET BO3MOXHOCTb BUPYCHOI
3Tuonorum remo6nacto3oB. Bupychl, cogepxauime TOJSIbKO
PHK, BHegpsAsiCcb B AP0 K/JETKM MOTYT C MOMOLLbH WMHBEpTa-
3bl CTpOUTL MHYO OHK unu 4yacTtb ee cnupanu. W3meHeHHasd
OHK HeceT HenpaBUNbHYIO WHGMOPMaLMIO, YTO MOXET Hapy-
Wwartb npoueccbl nponugepaynn n gudpdepeHymnaLnmn KneTok.
MoyTn [OKAa3aHO, YTO 3/10KAYECTBEHHYI nuMpomy bepkutta
BbI3bIBaeT reprnec —BuUpyc dnwTeitHa — bappa. Mepcuctupo-
BaHMWe 3TOr0 BMpyca OBHapYXeHO TakXe B Ky/nbType KIeToK
60/bHbIX NUM®DOBNACTHLIM NEiKO30M.

B KAMHWYECKUX HabNOLeHUAX He yaaeTcqd OTMeTUTb 3abo-
NneBaHWA NpPU KOHTaKTe € 60NbHbIMW N1eliKO30M, Npu OWKN60Y-
HbIX MepennBaHUAX KPOBW NUL, 6ONMbHbIX neiiko3om. He ob6Ha-
PY>XEHO OTYeT/IMBOrO MOBbLIWEHUS pUCKa 3ab0neBaHUsA B CYy-
NPY>XeCcKnX napax, Cpeau Matepeit, UMerLWMX aeTeit, 60MbHbIX
NenKo3oM, a TakXe Cpefu MepcoHana reMatosorMyeckmx OT-
LeneHuni.

B HacTosillee BpemsA npeobnajarolleil TOUYKON 3peHUs Ha
3TMONOrNI0 reMo6/1acTO30B SABNAETCA MpPeACTaBfieHWe, YTO fei-
KO30TeHHbIi (akTop (BMpYyC, MOHM3UpYlOLWasa pajuayns, Xu-



MUYECKOe BeLLecTBO, NO6OW APYroil areHT) BbI3biBaeT MyTa-
uMo — noepexgeHne AHK KpoBeTBOPHOI KMeTKMW, HapyluaeT
reHeTUYeCKMin Koj M NpPUBOAUT K 6€30CTaHOBOYHOMY pasMHO-
XEHN W HapyleHUo AuddepeHumaynmn Toil UAW WHOW pas-
a0BUAHOCTM KNeToK. Takum 06pa3om, 3TMONOrUs npepcraBns-
eTca pa3Ho0bpa3HOli, MaToreHes e CBOAMTCSH K HapyLUeHWH
thopmaunun geneHua u guddepeHunaumun Knetok u BbiIX6ay
,,V13-10J KOHTPO/NIA PerynmpyroLwmnx hakTopoB. Bo3MOXHOCTb
06HOr0 NMOBPEXAEHMNS CTBOMIOBLIX KAETOK pas/InyHbIX Mpo-
( BOPHbIX POCTKOB cO3fjaeT 60/blUOe pa3Hoobpasne KANHUKO-
abopaTopHbIX (hopM 3aboneBaHWin B 3aBUCMMOCTM OT TOro, Ka-
Kasi KneTka oKa3biBaeTCsl MOBPEXAEHHOMN.

O6LwWenpr3HaHHOW ABNAeTCA MOHOKIOHOBas Teopus pas3Bu-
TS remo6nacTo30B, KakK M onyxonei Boobuie. CornacHo 3Tow
Teopuu, NeiiKo3Hble KNeTKU NpeAcTaBAAT CO60A KNOH, MOTOM-
CTBO OA4HON MYTUpOBaBLIEA KNeTKW. B monb3y 3TOro NnpuBoOAsT-
c cnefyrolwme GakTbl: BOZMOXHOCTb MEPEBUBKU NeAKO3a Mbl-
lWaM nyTem BBeAEHUS eAWHCTBEHHOW JNIeiKO3HON  KNeTKM,
06Hapy>XeHVe MpU XPOHWUYECKOM MUENofeiko3e XpOMOCOMHOIO
Mapkepa — ¢unagens@uiiCKoin XpOMOCOMbI, BO3HWKHOBEHMWE
KOTOPOI 06BACHAT MyTauueldi ToNbKO OAHON KNeTKu (npu my-
Tauusix B HECKONbKUX K/eTKaX [AO/MKHbI Oblin 6bl BOSHUKHYTh
pasHble «MOMIOMKU» XPOMOCOM), PeuuAnBUpOBaHUE OCTPOro
neliko3a nocsae MNOMHON pemMuccun, Npu KOTOPON B KOCTHOM MO3-
re COXpaHALTCA MUWb OTAENbHbIe NeliKO3Hble KNeTKU, BbisB/e-
HUe efMHUNYHbIX 04aroB 61aCTHbIX KNeTOK NpU MpefneiKo3HbIX
COCTOAHUAX.

CuuTaeTcs, YTO MyTauuyM MPOUCXOANAT MOUTU HeMNpepbiBHO,
no, Kak MpaBuWi0, MyTMPOBaBLUME K/IETKM YHWUYTOXAKTCA Op-
raHM3mMoMm (B 4aCTHOCTU, CUCTEMOMN (arouMTUPYIOLLMX MOHO-
HYK/1eapoB UM UMMYHHbIMW CMNaMK opraHusma). Mo-engnmo-
My, 4NS pasBUTWA ONyX0nuM Heo6XoAMMO HebnaronpuaTHoe ANs
ye/loBEKa COYETaHME BO3[AENCTBMA MyTareHHbIX (hakToOpoB U
ocnabneHns 3alWUTHBIX CWA OpraHu3ma (B LUMPOKOM, OKOHYa-
TeNbHO HE BbISSCHEHHOM MaHe 3alnThl).

Femo6nacTo3bl AeNnAT Ha fABe 60MblMe FPYNMbl: NeAKO3bl U
rematocapkombl. J1e/K03bl —3TO OMyX0fib M3 KPOBETBOP-
HbIX KNEeTOK C MepBUYHOI NOKanusauueid B KOCTHOM MO3re.
OnyxoneBble KNeTKW, KaK MU 06blYHbIE KNETKWM KOCTHOIO MO3ra,
Nerko BbIXOAAT B Nepugepuyeckyto KpoBb, faBas NeiKeMUIo
Kak cMMnToM 60ne3Hu. J1eiiko3bl LeNnaTcA Ha OCTpble U XPOHU-
yeckme, XOTS 3TW TePMWUHbI He OTpPaXakwT MNPOAOIKUTENbHO-
CTU TeyeHUs 60Ne3HMW, TaK KakK 6narogaps ycnexam COBpPeMEH-
HOl Tepanunm HEKOTOpble OCTpble NeiKo3bl MOFyT NpoTeKaTb



[0fblie, YeM XpOoHuyeckue. Hanpumep, NpoAoMKUTENBHOCTb
XMW3HW Npy OCTPOM NMM(O6IacTHOM feliko3e y [feTeil MoxeT
ObITb  6ONbLIENA, YeM MNPU XPOHMYECKOM  MUENIoNeinkose y
B3pOC/bIX.

Mo cywecTBy OCTpbIMM JieiiKO3aMU Ha3blBalOT 3aboneBa-
HUS, MPU KOTOPbIX MPOUCXOAAT ONyXxoseBas TpaHchopMmauus u
6e3ylepXXHbI POCT MONOAbIX, 61aCTHbIX, KNeTok (T. e. cy6-
CTpaT OMyXO0AW COCTaBASKOT KNETKU MepPBbIX YeTbipex psafoB
COBPEMEHHO CXeMbl KpPOBETBOpeHWA). HasBaHWA OTAENbHbIX
(hopM NeiiKo30B faloTCsH MO HOPManbHbIM KieTKaMm MnpejwecT-
BEHHMKAM, MHa4ye roBops, MO TeM KjeTKam, C KOTOPbIMUW feii-
KO3Hble K/JeTKW MMEHT aHalloruyHble cTabunbHble o6lue npu-*
3Hakn (Mmeno6nacTel, NMMGO61acTbl U T. N.). OCTPbIA NeiiKo3
N3 KNeTOK, KOTOpble He MOTYT ObiTb AU epeHUNpPOBaHbl HU NO
MOP(ONOrMYecKUM, HU MO TUCTOXUMUYECKUM CBOWCTBaM (M3
BTOPOr0 W TpeTbero pAfoB CXeMbl KPOBETBOPEHUSA), Ha3blBaeT-
cA Hegu(epeHLMPYEMbIM NENKO30M.

XpoHuyeckue nerikosbl — 3T0 3aboneBaHuUs, Npu KOTOPbIX
pa3BuTMe ONYXOJieBbIX KAETOK AOXOAUT A0 AU epeHLUpOBaH-
HbIX 3penbiX (MAnM cospeBaroLmx) Qopm.

FemaTocapKOMbl MPeACcTaBAAlOT cO6OM TOXE OMyXonu
M3 KPOBETBOPHbLIX KMETOK, HO ANS HUX 60/ee XapakKTepHbl BHe-
KOCTHOMO3roBas N0KannM3auus M MeCTHbIA ONyXoneBblAi poCT.
TepMUH «rematocapkoma» MpeAsoXeH Ha TOM OCHOBaHWU, 4TO
KpOBETBOpHaA TKaHb, TaK >Xe KakK W COeAUHUTEeNbHasA, pasBu-
BaeTCH M3 ME3eHXMMbl, MO3TOMY OMyX0nuW ee LenecoobpasHo
Ha3blBaTb CapKoMaMu KPOBETBOPHOI TKaHW, T. e. remartocap-
KomMamy. eMaTocapkOMbl MMEHYHT ele 3/10KaYeCTBEHHbIMU
AMM@oMaMu, XO0TA 3TOT TepMUH 60/blue NOAXOAMT K TeM U3
HUX, KOTOpble pacTyT M3 NUMAPOULHbIX 3nemMeHTOB. CyllecTBy-
0T TaKXXe OnyXo/in KPOBETBOPHbIX OPraHoB, A/ KOTOPbLIX UC-
X0fHasa KneTKa ONyX0MeBOro pocTta MOKa He YCTaHOBNEHa
(numdorpaHynemaTtos). B0O3MOXHO, 3TW OMyxXonu pacTyT U3
KNeTOK KPOBETBOPHOIO MWKPOOKPYXEHUS, HO OHWM paccMmaTpu-
BalOTCA BMeCTe C remaTocapkoMamu, TakK KakK TpajguLMOHHas
remMatonorma OTHOCUT WX K 3aboneBaHUsIM  CUCTEMbl KPOBW.
NumgorpaHynemaTos BCTpevaeTCA 3HAUYUTENbHO yalle Apyrux
remMatocapkom, NMO3TOMY B HEKOTOPbIX Knaccudpukauuax rema-
TOCapKOMbl nogpasfesneHbl Ha 60ne3Hb Xo4XKuMHa (numdorpa-
HYNemMaTto3) M HeXOLKKWHCKMe (HenumgorpaHynemaTosmblie)
NMM(OMBI.

Neliko3bl W remMatocapkombl pa3BMBaKOTCS M3 POLCTBEHHbIX
KNeTOYHbIX 31eMEHTOB M MOTYT MepexoAuT Apyr B gpyra (3To
He OTHOCMTCS K num@orpaHynemato3sy). Tak, npu fneiikosax



MHOorga 06pasytoTcs MecTHble OMyXO0NeBble pa3pacTaHus, a Npu
OMYyXONeBbIX rematocapkomax Habnwpgaetrcs nelikemmsauuns
npouecca, T. €. NOSABAEHNE NENKO3HbIX KNETOK B mepudepuye-
CKOWM KpPOBMW M KOCTHOM MO3re.

B HeECKONbKO YNpPOLWEHHOM BuAe KnacCUgpuKauui remo-
61aCTO30B MOXHO MpeAcTaBUTb B CMeAyHLLIEM BUAE:

FEMOBJ/IACTO3bI
. Jleliko3bl
OcTpble NenKo3bl XnoHnyecKune
nen Ko3bl
MwuenobnacTHbIn nenkos XPOHNYECKNIA MUenonenkos
MoHo6nacTHbI (MmnenomoHo- XpoHuyeckunii MOHOLUTAPHbINA
6nacTHbIN) nelikos nerikos
Sputpomunenos (3IpUTPONENnKos) Cybneiikemunueckunii Munenos
(Mmnenonbpos, ocTeomueno-
CKNepo3)
MpomunenoumTapHblii nenkos ApuTpemus
NumpobnacTHblli neinkos XpoHuyeckunii numdonenkos
HegndhdepeHunpyemblii nekos MwuenomHas 60ne3Hb
MakpornobynmHemmns BanbpjeH-
cTpema
Il. FemaTocapKombl

NumdorpaHynematos (60ne3Hb XOAXKKMHA)
HenumdorpaHynemaTtosHble (HEXOAXKWHCKUE) NUMEBOMBbI

B ocHOBY 60MblUMHCTBA Knaccudukaumii neiiko3oB Mono-
X€H TMCTOMOP(ONOrMyYecKUin NPUHLMN. BblgeneHHble HO30/10-
rmyeckme (opmbl pasmyalTcs W N0 KNMHUYECKMM MNpu3Ha-
KaM, ¥ Mo OTBeTYy Ha pa3/iMuHble BUAbl Tepanuun. MpuseseHHOe
[eneHne remaTocapkom B 3HA4YuMTeNbHON Mepe ycnoBHo. lMpu
rMCTOXMMWUYECKOM WCCeA0BaHUM BbIAENAOT remaTocapKoMbl
no KneToyHomy cocTaBy (numdgobnactHas, MuenobnactHas,
MOHOGNAacTHas capkoMma), O4HAKO MO KMMHUYECKMM Mpu3HakKam
M No OTBETY Ha Tepanuio 3TU OpPMbl Mano OTAMYAKTCA Apyr
OT Apyra, 4to AenaeT MPaBOMEPHbIM 0ObLEAMHEHUE UX B OAHY
rpynny. BbligensBwasca paHee TaK Ha3blBaemas pPeTUKY/O-
capKoma Mo rMCTOXMMWYECKMM NpuU3HaKam oKasanacb NUMEo-
6nacTHOl CapKOMOIA.

OCTPbIE NENKO3bl

K rpynne ocTpbix NeliKO30B OTHOCAT 3a6ofeBaHUs KpPOBW,
XapaKTepusytoUiMecs NaTonorMyeckuMm paspacTaHMem Hespe-
NbIX — BNacTHbIX — KMeTOK. 3Ta rpynna o06beguHAeT He-



Puc. 9. KapTuHa KpoBM Npu OCTpOM feilKose.



CKOMbKO 3aboneBaHnii, UMeOLWMNX COBCTBEHHbIA LMTOMOP(O0-
FMYecKnin cybcTpaT M OTNNYAKLWUXCA HEKOTOPbIMU OCOBEHHO-
CTAMU K/MHUYECKOTO TEYEeHUS U pas3NMYHbIM OTBETOM Ha
MeAMKaMeHTO3HOe M NyYeBOe JIeYeHMe.

Hanbonee yacto BcTpeyardTcA NUMGPO6NACTHBLIA 1 MuMeno-
6nacTHbIi BapMaHTbl, cocTaBnsawwme 75—92% BCcex Cnydyaes
OCTpbIX /1Ie/iKO30B. Pexxe perncTpupyoTcs MOHOBNACTHbIN, Mue-
NOMOHO6NACTHbI/, NMPOMWUENOUUTAPHbIA  NeAKO3bl W 3pUTPO-
neiko3 (aputpomuenos). B HebGOMbLIOM KOMMYECTBE C/y4yaeB
neiiko3 fBNAeTcs HegudhepeHUNpPYyeMbIM.

KnnHnyeckass kapTuHa. bone3Hb 06bLIYHO HauyuHaeTcs ne-
3aMeTHO. Y 60/bHbIX NOSBASETCA €NabocTb, MOBbLILWIAETCA TEM-
nepaTypa, BO3HMKAIOT 6e3 BUAUMBIX MPUUYUH CUHAKW Ha Tefe.
Mpun ocmoTpe obpallatdoT Ha cebsa BHMUMaHWe 61eJHOCTb KOXWU,
NOAKOXHble remopparun. Cnusnuctole 060/104KN 6NefHbIE, MOX-
HO 06GHapyXWUTb TUHTMBUT, CTOMAaTWT, remopparuuM Ha CAu3u-
CTO 060/104Ke LEK, MATKOro Heba, MuHganuH. JluMmgaTunye-
CKMe y3/bl Yalle yBenun4eHbl, 60ne3HeHHbl. MocnegHee 0Co6eH-
HO XapaKTepHO ANa OCTPOro NMM(o6NacTHOro Neikosa.

Co CTOPOHbI BHYTPEHHUX OPraHOB CYLLECTBEHHbLIX M3MEHe-
HUI Ne BbIABNAETCS; YBENMUEHUE CeNe3eHKU 06HapyXxuBaetcs
He Bcerga.

Ans ycTaHOBNeHWs AuarHosa Hambonee BaXKHO McCnefoBa-
HMe KPOBWM — BbisiBNeHMe 61acTHbIX KneTok (puc. 9). OpaHako
Ha paHHel cTaguy 60ne3HM MOTYT O0BHapYXMWTbCS NWLWb LUTO-
neHun u yBenmyeHne COJ. LintoneHus, BoiABMEHHAA Npu'cny-
yaiiHoM o6cnefoBanmumn’ faxe y nul, He MPefbABAfLWUX Xa-
no6, TpebyeT HabNO4EHNA, MOBTOPHOIO MCCNef0BaHNSA KPOBU U
CTepHaNbHOM MyHKUMKM. B cnydyae neilkosa Ha MWOMOrpamMme
06HapyXMBalOT YyBe/lMYEHUE cOofepXaHus 61acTHbIX KeToK,
KOTOPOe MOXeT 6biTb Hebonbwum (go 30%). Takue manonpo-
LeHTHble, TaK Ha3blBaeMble Apematowme GopMbl MOFyT B fafib-
HelllleM nepexoAuTb B pa3BepHYTbIA /einkos.

Mpu pa3BepHYTON (opmMe OCTPOro neiiko3a KOMMYECTBO
6nacTHbIX KNeTOK B KOCTHOM MO3re 06bl4HO npeBbiwaeT 40%,
nHorfa fJocturaet oo %. |

Ecnv ofHUM M3 paHHUX MPU3HAKOB SIBASIETCA YBENWYEHUE
AMM@aTUYeCKUX y3nos, TO HEOOXOAMMO NPOBefEHME MYHKLUK,
a ewe nyywe 6uoncun ysna € NPUroToBAEHMEM He TONbKO FuUc-
TONOrMYeCcKOro npenapara, HO U CBEXEro Maska C NOBepPXHOCTH
pa3pe3aHHOro ys3fa W ero UMTO/0TMYECKMM  UCC/ef0BaHUEM.
MHorga npu ructofnorMyeckoMm MCCNef0BaHWMM He BbISIBAAKTCA
6nacTHble KNeTKu (OHWM MEHSAT CBOKH CTPYKTYpY), a 06Hapy-
XMBAKTCA NUWb PETUKYNAPHbIE KETKU CTPOMbI, YTO B paje



cNy4yaeB MPUBOAMT K TMOCTAaHOBKE HEMpaBWUIbHOFO [AMarHosa
PeTUKYN0CAPKOMBbI.

KonunyecTBo NeikounToB B nepuepuyeckoii KpPOBM B Hava-
no 3a6oneBaHUs 4acTo yMeHbLUEHO, 3aTeéM YBeIUUYMBaeTCs, [0-
cTUras K KOHUy 3ab6oneBaHWs O4enb BLICOKOFO YPOBHA (g0

50-104) — neiikemusauma npouecca. CofepxaHue 61acTHbIX
topm B nepudepnyeckoir KpoBu 60NMbLLIOE — MOXET AOXOAWUTH
[0 1)8%.

Knaccuyeckmm rematofiorMyeckum CMMNTOMOM  OCTPOro
neliko3a ABASeTCA pa3pbiB B remorpaMMme Mexgay HegudgepeH-
nunoHannoiMun u 3penbimyn knetkamu (hiatus leucaemicus).

Mopdonoruyecku 6nacTHbie KNETKU OAMHAKOBbI, HO C MoO-
MOLLbI0 LUTOXMMMUYECKUX METOLOB MX MOXHO AuddepeHunpo-
BaTb MO pa3HuWLe B COAEepXaHun tepMmeHTOB. Ans numdobnac-
TOB XapaKTepHO OTCYTCTBME MUeonepoKcuiaasbl U NUNMAOB, a
TakXe MONOXUTENbHas peakuns Ha T/IMKOreH, pacnofoXeH-
Hblli B UMTONNa3Me B BUAE KPYMHbIX [Nbl6OK.

Mwuenobnactbl AalOT NOMOXKWUTENbHYH peakuuilo Ha Mueno-
MepoKcMAasy v NUNUAbI; TIMKOTEH Xe B HUX PacnonoXeH gud-
(hy3HO. [Ana MOHO6NACTOB XapaKTEPHO BbICOKOE cofepXXaHue
Hecneynguyecko actepasbl U Kucnoli gochartasbl. lMpu He-
auddepeHumpyemblx nelikozax LUTOXMMUYECKN HEBO3MOXHO
YCTAHOBUTb BUJ KNeTKWU (0TpuuaTenbHas peakyms U Ha MHeno-
nepokcupasy, u Ha TFNKOreH).

B 60onblUMHCTBE C/y4yaeB OCTPOro feilko3a MMeeTcs aHe-
MUS, HO Ha4yano 3ab0/ieBaHNA C aHEMMWYECKOTro cMHApoMa 6onee
XapakTepHO 4N MuenobnacTHOro nerikosa, 4To BMOSHE ecTe-
CTBEHHO, TaK KaK 3/eMeHTbl MWeTroMgHoro psga (mueno-,
3pUTpPO- M TpPOMOGOLWTBLI) pa3BMBAKOTCA U3  eAUHON KNeTKU-
npegwecTBeHHUUbl. OCHOBHAaf MNpuUYMHA aHEMUUM — pe3Koe
YrHeTeHMe HOpPManbHbIX POCTKOB KPOBETBOPCMUS 61acTUBLIMU
KneTkamu. Kpome TOro, MMelT 3Ha4YeHUe KpOBOMOTEpPU Bcrea-
CTBMe remopparuii, BbITECHEHME KPaCHOr0 pPOCTKA B CBA3N C
6nacTHon meTannasuneil, BOSHUKHOBEHUE ayTOMMMYHHbIX FemMo-
NNTUYECKUX MEXaHU3MOB, He3(P(eKTUBHbLIA 3pUTPONO33.

KonnuyectBo TpomM6GOLMTOB Mpu  OCTPOM Neliko3e Takxke
yMeHbllaeTca. BbiBalOT HapylleHbl CO3peBaHWe TPOMOGOUWUTOB
n ux mopdonorus. 310 ABNAETCA OLHOW H3 MPUUYUH BbIpPaXEH-
HOro remMopparmyeckoro guartesa. Kpome HapyXHbIX remoppa-
rmii, 6bIBAlOT KPOBOW3NMNAHWNA BO BHYTPEHHWE OpraHbl, ceTyar-
KY, SMYHUKK, MO3F CO CBOEA KAMHWUYECKON CUMNTOMaTUKOIA.
MoryT BO3HMKaTb HOCOBble KPOBOTEYEHUS, MeTpopparum,
06MNbHblE KPOBOTEUYEHUS U3 AeceH. KpoBOM3NUAHMA B CYCTaBbl
W MbILILbI CONMPOBOXAATCA 60NAMU B HUX.



MpumepHbIA aHann3 KpoBu: 3p. 2,2¢106, lib 76 r/n, un. nokasa-
Tenb 1,0, petukynoy. 1,5%, Tpomboy. 3.6-t04; n. 1,7+ 105 6. 0%, 3. 0%,
n. 1%, c. 24%, numdp. 5%, wmoun. 1%, 6GnacTHble KneTknm 69%; CO3
54 MM/u.

Muenorpamma: 6nacTHble KneTkn 95%, muenoumntbl 0,1%, meTamu-
enounTbl 0,2%, n. 0,2%, c. 2%, n. 1%, apuTpounTapnblin poctok 1,3%,
nnasmaTtnyeckme Knetkn 0,2%, merakapuoumnTbl efunuUyHble. Lintoxm-
MUYecKUii aHanm3: 6nacTnble KAeTKW MMEKT BbICOKYH MMEe0OHEPOKCU-
[a3HYI0 aKTMBMOCTb, YMEPEHHYK aKTMBNOCTb KWUCNOW ¢ocdatasbl U
Hecneuntnyeckol acTepasbl; peakuus na raHkoren guddysunas.

Mo mepe pa3BuTna 3aboneBaHUs B KOXe, NErkux, nnespe
MOTYT NOABAATLCA NeiikeMuyeckme MHQUAbTPaTbl. [ns ocTpo-
ro NMM{o61acTHOro Neilko3a xapakKTepHbl MHGUNAbTPATbl B 06-
nacTu finvek, BO3HMKaKLWME BO BpemMs peunanBoB 60M1€3HU.

Mpun S3BEHHO-HEKPOTWYECKUX U3MEHEHUAX CAU3UCTOW 060-
NOYKU POTOBOW MOMOCTU M XKEeNy[OYHO-KMLIEYHOT0o TpakTa BO3-
HUKaT 601, AUcnencuyeckme ABNEHUSA BNIOTb 40 PBOThI, K-
WeYyHble KpoBOTeueHus. [lpu 6onee [ANMTENLHOM  TEYEHUM
0CTpOro neiiko3a yBe/NWYMBAETCA MeYeHb, YTO CBA3AHO C MOSB-
NEHWEeM B Hell NeKeMU4ecKnx MHMUALTPATOB U AUCTpoduye-
CKUX U3MEHEHUA.

OCO06EHHO TPO3HLIM OC/MOXHEHWEM SBASETCA Helponeiike-
MWUA — MOpPaXeHne NeliKo3HbIMU WHGUNbTpaTamu 060M104eK
rOfI0BHOrO MO3ra WU OTAE/bHbIX YepenHbiX HepBOB. Mpu OCTpOM
nuMmdo6nacTHOM neliko3e OHa Habntogaetca y 32—80% 60/b-
HbIX, NMpPW MKUenobnacTnom neikose — pexe (B s % clyyaes)
M ewe pexe — MNpW ApYyrux BapuaHTax OCTPOro neiikosa. PaH-
HAS OMarHOCTMKA HelponelikeMuMn OCHOBaHa Ha O6GHapyXeHuu
6MacTHbIX K/ETOK B CMMHHOMO3TOBON XXWAKOCTW MpPU JIOM-
6anbHON MYyHKUNW.

OCHOBHbIMW OCNOXHEHUAMMW OCTPOro nekkosa U Henocpeg-
CTBEHHOW MpUYMHONW rnbenn SBNAKOTCS UHpeKUUn. bakTepue-
MWUSl U CENCUC CBA3aHbl HE TONMbKO CO CHWXEHUEM 3alUTHbIX
CBOWCTB KpOBMW B pe3ynbTaTe CamMoro feiKeMUYeckoro npouec-
ca, HO 1 C COBPEMEHHbIMM MeTOAaMU NleYeHNs LUTOCTaTUYeCKU-
MU CPefCTBaMU M KOPTUKOCTEPOUHbIMW FOPMOHAMU, YrHeTalo-
WMMW BCE 3BEHbA MMMYHOMOTMYECKON 3aluThl.

TeueHMe OCTPbIX NeKO30B Terepb He Bcerga ObiBaeT cTpe-
MUTENbHbIM. B 60nbIMHCTBE cly4vyaeB, 0CO6EHHO paHO pacnos-
HaHHbIX, yfaeTcs JOOUTBCH  KAMHWUKO-TEMATON0TMYeCKUX pe-
Muccuii. HacToTa pemMuccuin u mx NpoAo/HKMTENbHOCTL € KaX-
ObIM TOAOM yBenuuuBatoTcA. [ONHOW KAWHWKO-reMaTonorunye-
CKOWM pemuccuell HasbiBaeTca coctosbue. NBA .KOTOPOM HET-
KMMHUYECKUX MPOSABNEHMUI 60Ne3HN, a nepntepnyeckoi kponu
OTCYTCTBYIOT BNacTHble ()OPMbl, a'B KOCTHOM MO3re UX He 60-



nee 5% wunnm xe cymma BCeX /NUMPOUUTOB U AMMAOUAHBIX
(6nactTwx) 3nemenToB He'TdeBbiwaeT 40%- lMocnegHuUii Kpu-
Tepuin" BBeAeH MOTOMY, YTO bfacTHble" KNeTKU Y 60/bHbIX, fe-
YEeHHbIX COBPEMEHHbIMWU MeToAamu, BbIFNAAAT KaK numMgoumnTo-
nofo6Hble M Pa3MUUTL UX TPYAHO.

Pemuccus cumTaeTcad 4acTUYHON, ecM B KOCTHOM MO3re,
HECMOTpPS Ha /levyeHue, cofepxutca 6onee 5% pnnctnbly Kie-
TOK. Mpn HOMHOLI remMaToNOrMyecko pPEeMUCCUU MOXET ObiThb
NoKanbHbI KNUHWYECKUA peunauns (Heilponeiikemunsa, opxuTbC
WHANNLTPAT ~1 KOXU, n nn.I

[varHo3 octporo neikosa [JOMKEH CTaBUTbCA TONbKO MNpwu
HanMuMM 6nacTHbIX KNETOK B Neputepnyeckoil KpoBU WK
KOCTHOM Mo3re. KauHuuyeckass KapTuHa TpebyeT audgepeH-
uMaummn oT annacTuyeckoi aHemuwu, 6onesHn Bepnbrocba. uH-
(heKLLMOHHOI0 MOHOHYK/e03a. OCTpOro remonmsa. MNpu oTcyTCT-
BUN B Mepupepuyeckoin KpoBW «NeiKEMUYECKOro pas3pbiBa»
TPYAHO 6blBaeT OTAIMYUTL OCTPbIV naisoa oT 6gacggaro whu?4
AoHunyeckoro Muenonerkosa.

JwMwuspeHuManbnyto ANArHOCTUKY OTAeNbHbIX (DOPM OCT-
poro neiikosa MPOBOAAT UMTOXUMMUYECKWU. [N [NAarHOCTUKM
0CTporo NMMQo6NacTHOrO NieiiKo3a MCMNONMb3YIOT TaKXe aHTu-
NMM@OLUTAPHYIO CbIBOPOTKY (MMMYHOMAOOpecLenyms).

CnepyeT TakXe MOMHUTb HeKOTOpble Hambonee XapakTep-
Hble MPU3HAKN OTAENbHbIX eiiK030B.

OcTpbll NnumMdpobnacTHbLIA NelWko3 npenmyle-
CTBEHHO BCTpeYaeTcs y AeTell, NpoTeKaeT C YBEUYEHUEM NUM-
haTu4ecknx ysnoB; AN HEro XapakTepHbl Helponelikemus u
cneynduueckne OpxXuThl.

OcTpbli MmenobnacTHbLIA Neinko3 uyalle BCTpe-
yaeTcs y”B3POC/bIX, NPOTEKAET C BbIPaXEHHbIM aHEMUYECKUM
M remopparnmyeckum CUHLPOMOM.

MoHOGMNaCTHBIN M MUenomMoOHOGNaCTNbI N
NenKo3bl KIMHUYECKN CXOAHbI C MUEN0BNaCTHLIM NeAKO30M.
XapakTepHbl HEKPOTUYECKME MOPaXEHUS CAN3UCTbIX 060104eK
N TUHTUBUTBI.

[loBoONbHO 4acTo HabnwpgawTcs KOXHble NeAKeMuibl.
B KpOBM U KOCTHOM MO3re YBEIMYEHO YUC/I0 MOHOLUWTOB, 6na-
CTHble K/IETKM UMEKT XapakTepHoe 6060BUAHOE A4p0, HO MOTYT
MOP(ONOrMYEeCcKM N He OTAMYaTbCA OT Apyrux 6nacTtoB. VpaeH-
TUUKaLMs X NPOU3BOAUTCA LUTOXMMUYECKU. B cbiBOpOTKe
M MoYe GONMbHbLIX MOBbIWEH YPOBEHb Mypamajasbl (nu3oumn-
Ma) — hepMeHTa, COoepXaLlerocs B MOHOLUTAX.

[ns ocTporo npomMuenoumMTapHOTo Jeiiko3a Xxapak-
TEpPHbl BbIPaXEHHbI FeMOpparuyecknii CMHAPOM W TUNogun6-



puHorenemuns. llaTtonornyeckne KNeTku pasNnyHbl N0 pasme-
pam ¥ Qopme: UMTOMNa3Ma COAEPXMWT KPYMHYH 3epHUCTOCTb,
UMeeT BbIpOCTbl. B rpaHynax 61actoB  06HapyXeHbl KuUC/ble
cynbatupoBanmnble MyKononucaxapupbl, 611M3KmMe K renapu-
HY, 1 TpoMb6ONNacTMHONOAOGHbLIE Cy6CTAaHLMKN, KOTOPbIE Bbl3bl-
BAOT MHOXEeCTBEHHble TPOM603bl MeNKUX COCYAOB, ele 6onee
yCuUAuBalwLimMe reMopparuyeckuii CUHAPOM.

B HacTodlee BpeMA CUUTAETCA, YTO 6GnacTHble KNeTKU 3To-
ro neiikosa fBNSATCA NpejllecTBEHHUKaMu 6a3odunos (rena-
pUHOLWTOB), a MO MpoMuenoLuMTamMun, ogHaKo 3abonesaHue co-
XpaHsaeT TpaguUWOHHOe Ha3BaHWe MPOMUENOLUTapHOro NeiKo-
3a. TeyeHue 60nesHM 6bLICTPO nporpeccupyrollee; 60/bHbIE
06bIYHO MornbdatoT OT KPOBOMU3NUAHUA B MOS3T.

Mpun spuTpomMmenose WM 3putponeinkose (605e3Hb
On T'ynbenbmo) xapakTepHa KapTUHa KpPOBW UM KOCTHOrO MO3-
ra: peskas aHemus (4o 20—60 r/n) c yMeHblUEHWEM KOAMYe-
CTBa 3PUTPOLMTOB [0 1-10° B 1 MK/, TMNEPXPOMUSA, NOSBAEHMNE
B Mepudepnyeckoin KpoBu A4POCOAEPXKALLUX KNeTOK KpacHOro
paga, a nHorga m 6nactoB. PeTUKYNOUMTOB 06bIYHO He 6onee
2%. KonuyectBo NeMKOLUTOB M TPOMOOUMTOB YMEHbLUEHO
MHOrja € camoro Hayana 60ne3Hu. YpoBeHb 6GunHpybuna He-
MHOFO MOBbILIEH 3a CYET remosn3a AApocoAepXKalinx KNeTok.

B KOCTHOM MO3re OTMeyaeTcs runepniasvs KpacHOro po-
CTKa C aHannasueii KeToK, MOSBAEHUEM TFUTFAHTCKUX YpOAIu-
BbIX 3puTpobnacTtoB (Merano6nactomaoB) M OGNACTHLIX 3NEMeEH-
TOB (MMenobnactoB mau HeauddepeHuupyembix 6nactos). Co-
OTHOLWIEHNEe 6enbiX U KpacHbIX (POPM B KOCTHOM MO3re BMeCTO
HopmanbHoOro 4 : 1 ctaHosutcqa 1:1.

JleyeHre OCTpbIX NeNKo30B. OCHOBHble MPUHLUMLI COBpe-
MEHHOr0 fleYeHns OCTPbIX NENKO30B CnefyloLline: MHTEHCUBHAS
Tepanus Ha Bcex 3Tanax 60/1e3HK, onpegeneHue Tuna 61acTHO
KNeTKn Ans Bbl6opa creynduyueckoin cxembl fieYeHUs, KOMOU-
HUpOBaHWe MPOTWUBOJIEKO3HbIX NpenapaToB U LUKANYECKOe UX
NPUMEHEHNE, CUMMNTOMATUUYECKOE NeYeHue.

LIMTOKMHeTUYEeCKNE UCCNef0BaHUA C MCNOJMIb30BaHMEM aB-
TopaguorpamyM NO3BOAUAN YCTAHOBWUTb, UTO OOMbLINHCTBO
NPOTUBO/MENKO3HbIX nNpenapaToB  (6-MepKanToONypuH, MeTO-
TpekcaT, UMTO3MHa apabuHo3ug) HapywarwT (a3y CuHTesa
OHK (dasa S). MpeaHM30/10H U MeToTpekcaT [AeliCTBYIOT B
Hayane asbl S M B nocTmuToTUYeckoi tase (G)). OayHomu-
UMH (py6omumuunH C, pybugommumnH) 6nokmpyeT nepexop Knet-
KW B MUTO3. B hasy mMuTo3a na KNeTku AelcTBYeT BUHKPUCTPH
n yuknodocdaH. MoOCKONbKY- CTaAMA~~MUTO3a caMas KOpoTKas
'(nuTca NpubNM3UTENbHO Yac), a Ha OCTalbHble LUKAblI YXO-



OWT HEeCKONbKO AHelt (MUHMMYM 3), eXxefHeBHOe BBefeHue
3TUX MNpenapatoB Helenecoo6pasHo.

Mog BAvsHMEM KOMGMHaLUM LUMTOCTATUYECKUX MpenapaTos
KONMYeCTBO [AeNAMXCA JIEMKO3HbIX K/eTOK 06bl4HO pe3Ko
yMeHbllaeTcd, HO nornbaeT To/IbKO 4YacTb MX. Ha KNeTkwu, Ko-
TOpble HaxXO4ATCA B HeJenAwemcs COCTOAHUMW, aHTUMUTOrUYe-
CKMe CcpeAcTBa He AeiicTBYHOT. [N NOBTOPHOrO BXOXAEHWS
«MOKOALWMNXCA» KNETOK B MUTOTUYECKMWI LUK HYXHO Npuénm-
3uTenbHo 11 cyt. 3710 U onpegenseT uHTepsan milLwrrrcypea-
MU MOAUXUMUOTEPANUN.

Mpy yoapHOM LWKINYECKOM Ha3HavyeHuWu 60onblInX [o3 fo-
cTUraetca 60NbWNIA 3PGeKT, YeM NpU AAUTENBHOM MPUMEHe-
HUN cpefsHMX [03. Heo6xoAMMO MOMHWUTL, YTO O HacTynaeHuUu
peMUCCUN MOXHO CYAWTb TONILKO MO KapTUHE KOCTHOro MO3ra,
B KOTOPOM [O/KHO ObiTb He 6onee 5% 6nactos. MNMpekpaw,eHune
UMTOCTATUYECKOW Tepanuum Ha OCHOBaHUW HOPManbHOr0 aHa-
nn3a nepuepnyeckon Kposmn sBnsetca rpyboii owmnbkon, npu-
BOAUT K BO3HWKHOBEHMWIO KNETOK, PE3UCTEHTHbIX K NPEeXHUM
npenapaTtam, WU yXyfwaeT pe3ynbTaTbl Ne4eHus.

NleyebHas TakTMKa W KOMOGMHaAUUW  TepaneBTUYECKUX
CPeACTB NMpU pasHbiX BapuaHTax OCTPOro fieiiko3a MMEeKT 0Co-
6eHHOCTW. 1

JleyeHne ocTporo nMmgo6aacTHOro U HeamdepeHUMpo-
BaHHOrO /1eMKO030B Y AeTeil COCTOMT U3 TpeX OCHOBHbIX 3TamnoB:
MHAYKUUS pemuccun, npodunakTnka u fievyeHme Helponeinke-
MWW, HenpepbiBHAs Nojjepxusatolias Tepanus B fepuoj pe-
muccuu, npogosxarowanca ot 3 4o 5 net. Takas TakTUKa nos-
BONUNA LOCTUTHYTb 94% peMuccuin ¢ NPoAOIHKNTENBHOCTBIO NX
B pAfe cnydvaesB B TeyeHue 7 neT u 6onee.

lMocne TOYHOrO YCTaHOBMEHMA AuarHosa MMgpo6aacTHOro
neliko3a Npou3BOAAT MOMBaNbHY0 MYHKLMWIO CO B3ATUEM CMMWH-
HOMO3rOBOM >XWAKOCTW [N [WAarHOCTUKM  HeliponeikeMuu u
BBEEHMEM MeTOTpekcaTa M3 pacyeta 12,5 mr Ha 1 M2 noBepx-
HOoCTM Tena (CywecTBytT Tabnuubl nepecyeta) C npogunak-
TUYECKON M B TO XXe BpPeMs C Ne4YebHON Lenbio.

Ana NHAYKLMN peMuccum NpeanoxeH psf CXem, Hanpumep:

1. Cxema BAMMN (VAMP).

MpoBOAUTCS s -AHEBHBIMU KypCamu C nepepbiBaMmui B 9 AHEN;
ONA JOCTUMXKeHUs pemuccum Tpebytotcs 3—4 kKypca. Cxema
BAMI paet pemuccun y 94% 60MbHbIX AeTell. B cxemy BXO-
OAT cnefytlolwme nekapcrea:

BUHKPUCTUH — 2 MT/M2 BHYTPUBEHHO Ha 2-i feHb Kypca

ameTonTepmun (MeToTpekcar) —20 Mr/M2 BHYTPWBEHHO B
1-ii n 4-i pewr. Kypca



6-MepKanTonypuH — 60 Mr/M2 BHYTpb €XEAHEBHO B TeuyeHue
8 [LHeNn

npefgHU3010H — 40 Mr/M2 BHYTPb €XeAHeBHO (4epe3 8 pgHeld
OTMEHSIOT cpasy).

2. MpegHn3010H — 40 Mr/M2 BHYTPb €XeAHEBHO B Teue-
Hue 1 nog.
BWHKPUCTWUH -= 2 Mr/M2 BHYTPUBEHHO 1 pa3 B Hefento
Py6omuyun — 25 mr/mz » 1 » » »

MepepbiBbl MeXAy Kypcamu s —9 AHel; NpefHWU30/0H Npu
nepepbiBe OTMEHAT cpa3y. Pemuccua gocturaerca yvepes 3—
4 kypca. CylecTBYIOT 1 Apyrne anpo6upoBaHHbIe CXEMBbI.

Y pneteil monoxe 10 neT NpUMEHAOT KOMOWHALWUWU MpefHU-
30/10Ha C BUHKPUCTUHOM WU 6-MepKanTonypuHoMm (B A03M-
poBke cxembl BAMI). T[lpenapaTbl JalOT BHYTPb B Te4yeHue
4_ s Hepl, NpeAHU30/I0H OTMEHAIOT NOCTeNeHHOo. Mpu nevyeHum
no n6oil M3 cxem uepe3 KaxpAble 2 Hej BHOBb MPOM3BOAAT
NomM6anbHYO NYHKUMIO ¢ BBegeHuMeM 12,5 mr/M2 meToTpekcaTa
(8 cxeme BAMI B 3Ty Hefento MEeTOTPEKCAT BHYTPUBEHHO He
BBOAAT).

Mo AOCTVXKEHWW PEMUCCUU HAUYMHAKT NPOPUIAKTUKY HE-
poneiikemun. Ee NpoBOAAT NpyM HOPMasbHOM COCTaBE CMWHHO-
MO3roBOi Xuakoctn. B TeueHune 3 Hed 60NLHON nony4vaeT Kpa-
HuanbHoe obnydyeHne B Ao3e 2400 pasBdCo n mMeTOoTpekcaT 3H-
ponombansHo 5 pa3 3a 3 Heg. O6was umtocTatuyeckas
Tepanus B Nepuoj NpopunakTUKU HelponenkemMuu npogoska-
eTca 6e3 MeToTpekcaTa, [03bl IeKapCTB YMEHbLIAKT B 2 pasa.
Bnarogaps cxeme npouNakTUKW HeliponelikeMun vactoTa
3TOr0 OCNOXHeHUs cHu3unacob ¢ 80 #0 10 %.

Ecnu npu ogHON M3 NYHKUWIA o6Hapy>XuBaroTCA 6nacTHble
KNeTKN W UMTOo3 60/ee 10 B 1 MKA CMMHHOMO3rOBOWM XMAKOCTH,
NPOBOAAT NeYeHWe HelnponekemMuun, KOTOpoe COCTOUT U3 BBe-
[LeHUs B CMMHHOMO3IOBON KaHaNl KaXpble 2 —3 AHA MEeTOTpek-
cata (B 00bIYHOI [03e) M LUMTO3apa B BO3pacTaklMX Aosax oT
5 po 30 wr.

NeyeHune peteil oCTpbIM NUMEPO6MACTHBIM U HeaupepeH-
UMpyemMbiM feilko3amun npeacTaBnsfeT OOMbLIYIO CAOXHOCTb,
Tak Kak Heob6xo4umo CTporo co61t0jaTb CXeMbl, CBOEBPEMEHHO
KOHTPO/IMPOBAaTb COCTaB KPOBMW, KOCTHOrO Mo3ra v CAMHHOMO3-
roBOM XUAKOCTU, MEHATb TaKTUKY B C/ly4ae Pe3nCTEHTHOCTM K
NPoOBOAUMOMY fevyeHnto. C y4eTOM BCEro 3TOr0 NeyYeHue LOJSIK-
HO MPOBOAWUTLCSH B Cheuuanu3npoBaHHbIX FEMaToNOrn4yecKnx
OTAeNeHUsX.

Mo okOH4YaHWKM nepuoja NPoPUNaKTUKU  HeldponelikeMuu
HaYMHalOT HEeNnpepbiBHYIO MNOALEPXMBAOLWY Tepanuio nepuo-



na pemuccumn. Ee npogomkalT 3 roga, ecnm He 6bl1o Helpo-
nelikemuun, u 5 net, ecnu oHa 6blna; nNeyYeHWe MNPOBOAAT am-
6ynaTopHO. BonNbHbIE NONYYalT 6-MepPKanTonypuH no 50 mr/m:
BHYTPb €Xe[HeBHO, MeTOTpeKcaT Nno 20 Mr/M2 BHYTpb 1 pa3 B
Hegento (Ha s-i AeHb) W UMKNogocdaH MO 200 MI/M2 BHYTpb
WU BHYTPMMBIWEYHO Ha 7- feHb Hefenu. Yepe3 Kaxpble
70 pHeli HenpepblBHOW Tepanuu Ha 15 AHeil HasHauvaloT ele
npefHN3010H NO 40 Mr/M2 BHYTPb M BUHKPUCTUH no 1,5 mr/m:
B BeHy 1 pa3 B 5 gHeli. B cnyyae BO3HUKHOBEHMUSA peLunauBa
npuMeHsaT cxemy BAMI, ygapHble [03bl npegHusonona u
KOMBGMHaUUM XUMMonpenapaTos, MCNOMb3YeMbIX AN NeYeHUs
0CTPOro Mmeno6nacTHOro neikosa.

Mpy npoBefeHMM LUTOCTAaTUYECKON Tepannu Heob6Xoanm
KOHTPO/b 32 O6LIMM KOAMYECTBOM /IeMKOLUTOB.

Mpn ymeHbWweHnn wux KonmyectBa [0 2-103— 1-103 B
1 MK/ HeobXogMMO YMEHbLUEeHWe [03bl LUTOCTAaTUYECKUX Mpe-
napaToB B 2 pasa. Mpwu nelikoneHun Huxe 1-103 B 1 MKA, CTO-
mMaTuTe, Auapee LMTOCTaTUYeCKUe CPefcTBa AO/MKHbI OblTh Bpe-
MEHHO OTMeHeHbl. Ha3HayalT CMMNTOMATMYECKYHD Tepanuio
(aHTMBMOTKKN, NepennBaHMa NeiKouuTapHOW u apuTpouumTap-
HOl Macchl).

TaKTuKa 3apagMKaLMOHHON Tepanumn faeT HenpepbiBHbIE pe-
muccun B TeuyeHune 5 net y 50% peTeid, ocobeHHO B BO3pacTe A0
10 JIeT, YTO CBMAETEeNbCTBYET O BO3MOXHOCTM M3NEeYEHUs OCT-
poro NuMgo6nacTHOro felkosa. Y B3pOCAbIX U Aaxe y nuy
oT 20 po 25 neT (BepxHfAs BO3pacTHad rpaHuua AEeTCKOro
BapMaHTa OCTpPOro nMmgo6nacTHOro felikosa) MoA06GHOro
pesynbTata nonyuynTb He ypaetcd. [1pMyuHbl  3TOr0  MoKa
HESACHbI.

JleueHne ocTporo MuenobaacTHOro nerikosa WM Apyrux He-
MM o6nacTnbiX NeAKo30B WM Yy feTell, W Yy B3pOC/AbIX Menee
3 heKTUBHO.

Mpy “CNONb30BaHUM KOMOGMHALMW CUMbHEALWMX LUTOCTa-
TUYECKUX CPefCTB MOKa yAaeTcs TOMbKO 3afepXaTb Neikemu-
YeCcKUn npouecc, AOCTUTHYTb PEMUCCUIA, BCAed 3a KOTOPbIMM,
0[lHAKO, BHOBb ClefylT peunanBbl Neiikosa.

Mcnonb3ytoT cxemy BAMIT (cMm. neyeHue ocTporo nnmgo-
6nacTtHoro neinkosa) m cxemy LIBAMTI. B nocnegHioto, Kpome
cpefcTB cxembl BAMII, BxoAunT uuknogocdaH, KOTOPbIA BBO-
AAT BHYTPMUMbIWEYHO 1Mo 50 mr/mz2 3 pas3a B AeHb € 1-ro no 4-i
[leHb 8-[AHEBMNOro Kypca.

MpuMeHsAOT Takxe cxemy MOMIM (POMP), no koTopoi
NneyeHue MNpPOBOAAT 6-AHEBHbIMW Kypcamu. B cxemy BXopasT
cnefylouwmne npenapartbl:



nypuHeTton (s-mMepkantonypuH) B gose 500 mr/m2 BHYTpb

eXefHeBHO

onKoBun (BMHKPUCTUH) B A03€ 2 Mr/M2 BHYTPMBEHHO B

1-ii AieHb Kypca

MeTOTpekcaT B fo3e 7,5 Mr/M2 BHYTPUBEHHO eXeJHEBHO

HPeAHM30M0H » » 60 Mr/M2 BHYTpPb €XefLHEeBHO.

NeuyeHne no cxemam BAMI, UBAMIM un NMOMI paet
ot 30 pgo 44% pemuccuit. bonee xopowue pesynbTaThl
(ao 60% pemwuccuin) nony4vyarwdT MNpU MNPUMEHEHUN CXEM, B
KOTOpble BKOYAKOTCA UUTO3MHA apabuHo3ug, uutosap, pybo-
MULWH, Hanpumep cxembl LLOAM (COAP), cxema «7+ 3»
n ap.

Mo cxeme LLOATI neveHue npoBOAAT 4-AHEBHbIMW Kypca-
MW C nepepbiBaMn MNo 2 Hep. B cxemy BXOAAT:

umknogochaH no 50 Mr/M2 BHYTPUBEHHO Yepes Kaxjble s Y

eXeHEeBHO

OHKOBUH (BUHKPWUCTWH) NO 2 Mr/M2 BHYTPMBEHHO 1 pa3 B

4 [HA

apabuHosnga uUMTO3MH nMo 50 Mr/M2 BHYTPUBEHHO Kanefib-

HO 4Yepe3 Kaxfble s Y eXeAHEBHO

HpeAHW30N0H 60 Mr/M2 BHYTpPb eXeAHEBHO (MHOrga f[o

200 Mr/m2).

B cxemy «7+ 3» BX0AAT umuto3ap B fo3e 100 mr/m2, koTo-
pblii BBOAAT BHYTPUBEHHO B Te4yeHue 7 fHel, U pyboMuuuH B
fo3e 45 Mr/mM2, Takxe BBOAWMbIA BHYTPUBEHHO B TeyeHuUe
3 AHei. B nepBble 3 gHA BBOAAT 06a npenapata, B 4 nocneayto-
WMX AHA — OAWH umMTo3ap. [enatoT nepepbiB Ha 10— 15 aHen,
3aTeM BHOBb MPUMEHSAIOT CXeMy «7 + 3».

Kom6uHaumamm UNTOCTaTUYECKHX MpenapaTtoB C BK/O-
YeHMeM LHTO3apa ypaeTcs A0OUTbBCA PEMUCCUM  MPOLOAXKM-
TeNbHOCTbIO 0 60 Hef n 6onee. EAUHOM cXeMbl Tepanuu B ne-
pvoa pemuccun noka Het. MpUMEeHST ¢ WHTepBanamu B 9—
18 aHeli Te e coyeTaHuUs npenapaToB, KOTOpble fanun pemuc-
CUI0, UNn NpoBoAAT 1 pas B Mecsl 5-fHeBHble KypcCbl LuUTO3apa
(no 150 mr/m2); mMcnonb3ykT TakXe 6-MepKanTonypwuH, LWUK-
nogoctaH, rmgpokcmMmoyveBuHy (no 40 mr/m2) n gpyrue ymto-
CTaTuyeckne cpejacTsa.

Mpu nevyeHUU 6OMbHbIX MPOMUENOLUTAPHLIM  NEAKO30M,
KpOMe O06bIYHbIX CXEM LMUTOCTAaTUYECKUX CPEACTB, MPUMEHSIOT
renapuH (B J03e 1 MT/Kr), €-aMUNOKanpoHOBYK  KWUCNOTY
ANA nofaBfeHUs NOBbIWEHHOro GubpuMHONM3a, MepennBaHua
TpomMb6OUMTNOW Maccbl. B KayecTBO  aHTMremMopparvyeckoro
cpeficTBa MCMONb3YIOT WHIMOUTOPLI  TpUNcuHa  (Tpacunon,
KOHTpMKan H ap.) no 50 000—100 000 EJ] B CyTKM, NOCKO/bKY



OMyXxoneBble K/ETKW 3TOr0 fieiiko3a CoAep>aT MHOF0 MpoTeo-
NINTUYECKUX (PEPMEHTOB.

B npouecce neyeHUs KOMOMHaUMAMU LUTOCTATUUECKUX
CpeacTB MMenobnacTHOro, MOHOBNACTHOroO WM mpomuenoyuTap-
HOro neliko30B HepefKO BO3HWKaeT MaHuuToneHus. B aTux
cnyyasax HasHayalT 60/bluMe [03bl MPefHU3010HA, nepennBa-
HUA KPOBW, aHTUOUOTUKMW, MY-TNOBYNINH.

Nnuyam noxunoro BoO3pacTa UMTOCTAaTUYeECcKas Tepanusd
[LOMKHA NPOBOANTLCA MeHbLW UMK A03aMU nekapcTB. B cnyyaax
«MasnonpoueHTHbIX» OPM C cofep>KaHneM 61acTHbIX KNeTOK B
KOCTHOM Mo3re He 6onee 10—15% aKTMBHYK uuTOCTaTUYe-
CKYIO Tepanuito He MPOBOAAT, & NMPUMEHAT Hebonbline A03bl
npeagHW30/10Ha.

Peunansbl 601€3HU MpPU OCTPOM MUeNo6NacTHOM, MOHO-
6nacTHOM M MNpomuenouMTapnoMm neliko3ax BO3HWKaOT Heus-
6exHO.

B HeKoTopbIX cnyvasx yaaeTcs BHOBb AOOGUTLCA pemuccum,
HO MPOLOMKMUTENbHOCTb XH3HW ocTaeTcs Hebonbwon (penko
JocTuraeT 1 roga).

XPOHWYECKUWE NENKO3bI
XPOHUYECKUN MUENONENKO3

XPOHUYECKNI A MMWENoUUTapHbI, UAN MUENOWAHbINA, Neiko3s —
OAHO M3 caMbIX YacTbiXx 3a60neBaHwUii B rpynne neiko3os. ITO
onyxoneeoe 3aboneBaHuWe M3 KNETOK-NpeaLecTBEHHUL, MUeNo-
no33a, KOTOPble COXPaHAKT CMoCOBHOCTL AU depeHLUpoBaTh-
cA Ao 3penbix Gopm. OCHOBHbIM Cy6CTPaTOM ONYyXONu ABNAOT-
CA rpanynouuTsl.

3Tronorus u natoreHes. NMpUYNHO NAaTONOrMYECKOro pocTa
KNeTOK CUYMTaeTCa MyTauusa KNeTKM-MpeawecTBeHHUITbl MUe-
nono3asa (BTOPON psAfL CXeMbl KPOBETBOPEHUS, YAaCTUUYHO AeTep-
MWHUPOBaHHAs NOAMMOTEHTMAA KneTka). B nonb3y storo
NpeAnonoXeHWS CBUAETENbCTBYET 4YacTOe COYeTaHWe nopaxe-
HUA MNENoWAHOro, 3pUTPOMAHOr0, MOHO- M TpoM6ounTapnoro
psagoB. Ero moATBepXAalT U AaHHble KapuoiorM4yeckoro uc-
cnegoBaHusa: gunagenbguiickas xpomocoma (Pli'), BbisiBnse-
mMas y 97% 60/bHbIX, 06HApPYXXNBaAeTCAa B K/ieTKax MUenonp-
Moro, KpacHoro, MOHOLMTApPHOr0 M TPOMOOLMTApPHOro pPsaoB.

Hannume Takoro 4YeTKOro K/aeTO4YHOro Mapkepa, kKak Ph'-
XpOMOCOMa, MNO3BOAMNO MNOATBEPAUTL MPaBOMEPHOCTb MOHO-
KNonoBoW Teopuu neliko3oB. OHOBPEMEHHOE CYLLEeCTBOBaHMWeE



B KOCTHOM MO3re 60/bHbIX MWENoneiko3oM Knetok ¢ Pb”xpo-
MOCOMOW H C HOpMa/ibHbIM HabopoOM XPOMOCOM CBU[ETENbCTBY-
€T 0 MPOUCXOXAEHUWN BCeX NEMKO3HbIX KNeTOK (BCero KnoHa)
OT OfHOW MaTepuHCKOA.

Mo mepe pa3BuTMa 3aboneBaHMa KonnyectBo Ph'-monoxwu-
TeflbHbIX KNETOK B KOCTHOM MO3re yBe/MyMBaeTcs, a 3aTeEM Ha-
CTynaeT HOBbIA 3Tan OMYyXO0/eBOW nNporpeccun — NOSBAEHUE
KNeTOK ¢ pa3nuyHbiMm (0T 45 go 53%) HenpaBWAbHbIM Ha6o-
pom xpomocoM (NOMMK/AOHOBasA cTaaua 3aboneBaHuns).

Knnunyeckaa kapTuHa. XpOHMYECKUii Muenonerikos npo-
XO4MT B CBOEM pa3BUTUWM TpW CTafAUM: HavanbHYH, pasBepHY-
TYIO UM TEPMUHaNbHYlO. HeKOoTOpble remMartonorn BblAeNnsawT
TONbKO [ABe Moc/iefHMe CTaguun, TaK Kak nepBas KAUHUYECKM
HUYeM He nposBaseTcs.

HauyanbHasa cTagus neikos3a pacno3HaeTcs 4pe3BblvaliHoO
pefko. Mpu cnydvyadHOM uccnefoBaHUM KPOBU 06HapyXMBalOT
MOBbILIEHHOE KOMMYECTBO NIEKOLMTOB WM NOSABMEHWE MONOAbIX
(hopM: NanoyvyKoffepHbIX, MeTaMnenounToB, MUENoUNTOB. Bax-
HbIM remaTofiorMyecKumM MpPU3HAKOM ABNSETCA TaK Ha3sblBae-
mMasa 6a30unbHO-303NMHO(pUABHAA accouuaumnsa  (yBenu4veHue
coaepXaHus 6a30hMn0B N 303MHOMIOB PaA3IMYHON 3penocTu).
Konn4yecTBo 3puTPOLMTOB U remMOoriobmHa, Tak e Kak v Tpom-
60LMTOB, Yalle MNOBbILIEHHOE. B KOCTHOM MO3re MMeeTcs YBe-
NINYEeHNEe KONMYecTBa BCeX 3/IeMEHTOB rpaHyfionossa u runep-
nnasnsg MerakapumounTapHoro poctka. pM XpOMOCOMHOM aHa-
NN3e MOXHO BbIABUTb KNOH, cojepxawuint Ph'-xpomocomy.
TOUHbIX [JaHHbIX O A/UTENbHOCTW HayalbHOro nepuoja Hert.

OG6blYHO 60MbHbIEe 06pallaloTca K Bpavy yXe B pasBepHy-
TOW cTaguu 60ne3HM c xanobamyu Ha cnabocTb, MNOTAMBOCTb,
noxyfaHue U owWylleHMe MOCTOPOHHEro Tesa B /IEBON MOMOBM-
He XunBoTa. Koxa u cnusuctole 060104k 61efHble, nuMdpaTun-
Yyeckue y3nbl He yBennyeHbl. CO CTOPOHbI NErkux u cepaua
n3MeHeHnin net. MMpowynbiBalOTCA YBENNYEHHAA, HECKONbKO
60NMe3HeHHas cefle3eHKa W HEMHOrO YBeNMYEeHHas NeyeHb.

Haunbonee cywecTBeHHble U3MEHEHUS BbISBAAIOTCA B KPOBU
(puc. 10). KonuuyecTBO NelKouMTOB MOBbIWLEHO A0 4-105—
6 -105 B 1 MKN (MHOrga W 60nblue), BblpaXeH CABUM HeNTpo-
(h1NoB BMEBO BMNAOTb A0 MPOMMENOUMTOB; MOFYT BbiNbIBaTb U
eAuHNYHble Muenobnactel. Wmeetca «6a30PMNbLHO-303UHO-
thunbHas accoumnaumsa». ®yHKUMWOHaNbHbIE CBOMCTBA IEMKOLM-
TOB U cofepXXaHne B HUX (PepMeHTOB U3MeHeHbl. CHUXeHa akK-
TUBHOCTb LUEN0YHOM (ocgarTasbl, HapylleHa CMoco6HOCTb K
tharoynto3y. Konmyectso TpoM6OUUTOB 06bLIYHO OblBaeT YyBe-
nn4yeHo nHorga o 1106 B \ mkn u 6onbwe. Mosensdetcsa nop-



Puc. 10. KapTWHa KpOBM MpPU XPOHWYECKOM MUENoNeinKose.



MOoMaKpouunTapHad aHemMusd, CBA3aHHad B OCHOBHOM C BbITEC-
HEHHOM NENKO3HbIM K/TOHOM KpaCHOIro poOCTKa KPOBETBOPEHWA.
Mwuenonos3 B KOCTHOM MO3re B 3TOT MepuWoj MOJIHOCTbIO 3amMe-
eH naTtosiorn4ecKMmM K/1I0HOM.

MpumepHbIA aHanu3 kposu: 3p. 3,510e, Hb 110 r/n, uB. nokasa-
Tenb 0.9, Tpombou. 3,8-If)%n. 2.3-104 6. 5,5%, 3. 9%, NpPoOMMeNoLUTbI
2%. muenounTbl 22%, meTtamuenouuTbl 20,5%, n. 15%, c. 12%, numd.
8,5%, mon. 55 %; CO3 20 mm/u.

Ecnn 60nbHOM B aTOl cTagum 60ne3HM He obpaliaeTca K
Bpayy ¥ 60Me3Hb OCTaeTCs Hepacno3HaHHOW, MNPU3HAKU WH-
TOKCMKauuu (NOoTAMBOCTbL, €nabocTb, NMXopagka) HapacTatoT,
cefle3eHKa 3HauyuUTeNbHO yBenuMumMBaeTcs. BO3HMKAOT MHMapK-
Tbl CefIe3eHKW, YTO nposasaseTca 6019MuU B N1eBOM BOKY, NOBbI-
WeHWeM TeMmnepaTypbl, MOABAEHWEM LWyMa TPEHUA OGPHOLWUHBI
Haj cene3eHKoi. MNMocTeneHHO cefie3eHKa CTAHOBMUTCA MAOTHOWA,
Kak fgepeBo, 6e3060Ne3HEHHON; MHOr4a OHa [OCTUraeT TUTaHT-
CKMX pasMepoB — ee Macca MOXET COCTaBfiATb A0 9 Kr, cny-
CKaeTCs HMXHUM MOAKOCOM B Masblil Tas.

YBenuyeHne cene3eHkKn v NeyeHn CBA3aHO C NIENKO3HOW WH-
hunbTpaunerinr n MUenougHbLIM KPOBETBOPEHWEM B 3TUX Opra-
HaxX. MHorga npucoeguHaeTca TOKCUKO-anfiepruyecknin rena-
TUT. KOoNn4yecTBO /NEWKOUMTOB HEYK/IOHHO YBENMYMBaeTCs.
Ecnu cogep>kaHue ux npesbiwaet 5-105 B 1 MK/, TO MOTYT BO3-
HUKaTb NelikouuTapHble TPOMGbI B cocydax. [MpofonKuTenb-
HOCTb 3TOW CTagum 6e3 LMTOCTAaTMYeCKOlW Tepanuu cocTaBnseT
11/2—242 roga. B HacToslee BpemMsa Cayyam HenevyeHOro mue-
noneliko3a nNpakTUYecknW He BcTpeyatoTca. KauHmyeckasa Kap-
TWHA NPU fleYeHUN MUENocaHOM cTana WHOW. CamouyBCTBME
60/bHbIX ANNTENbHO OCTaeTCA YA0BNETBOPUTENIbHbIM, COXPaHA-
eTcq Tpyjocnoco6HocTb. KonnuyecTBO NEAKOLMTOB MOALAEPXMU-
BaeTCcA fieyeHneMm B npepgenax 4+104—2-102 8 1 mMkn. Pa3sme-
pbl Cefe3eHKN CYLECTBEHHO He MeHATCA. [10CTEMeHHO BbI-
ABNAOTCA W3MEHEHUS, CBA3aHHbIE C MOCTOAHHLIM  MPUEMOM
MuenocaHa: MmenaHogepmus, ¢ubpos nerkux, yracaHue pes-
TENbHOCTW MONOBbIX Xene3. C TeyeHUeM BpemeHU 06Hapy-
XWBaeTCAa YCTOMUYMBOCTb MATONIOFMYECKMX KNeTOK K Muenoca-
Hy, HauuMHaeT BHOBb HapacTaTb J/IeKOLMTO3, YyBenM4mMBaeTcs
KO/INYECTBO MOMOAbIX (OPM HeATpOo(pMIO0B, MOABAATCA eau-
HU4YHble 6nacTbl. PasBepHyTas cTagvma Muenoneinkosa y 60/b-
MbiX, NPUHMMAOLWMX MuUenocan, AAUTca 4—5 feT, a uHorga
n 6onbLue.

TepMuHanoHaa cTagus, Kak MNpaBuio, HayMHaeTcs OCTPO
MW npotekaeT 6ypHO. ONUTeNbHOCTb Ce cocTaBnseT 3— 6 MecC.
Y 60/bHbIX HapacTalT ABNEHUA WHTOKCUKALMW, MOABAAIOTCA



60MM B KOCTAX, CycTaBax, XWBOTe UM MOACHWLE, NOBbILLIAETCA
N CTONKO AepXWUTcA TemnepaTypa, MOABAAKTCA U3HYPUTE/b-
Hble NoTbl. 04 KOXeil 06pa3yloTca UHOUAbLTPATbl — nelike-
MUAbl, cOCTOAWMe M3 6M1aCTHbIX M 6Gonee gugdepeHUMpPOBaH-
HbIX KneToK. KoXa Hajg HMUMW CUHIKOLWHaA, YMNNOTHeHHas,
MHOTAa C KOPUYHEBbIM OTTEHKOM. MOryT BO3HMKaTb NENKO3-
Hble MH(UNbLTPaTbl B MUOKapjAe, COMPOBOXAaloLMecs Npu3Ha-
KaMy CepAeyvyHOl HefoCTaTO4YHOCTU. JIerouyHble MOpaXKeHus
pefko OblBalOT cneuynmmUyecKUmm, yaule npucoemHsaeTcs 6ak-
TepuanbHas unum TybepkynesHas uWHGpekumna. Jiumdatmyec-
Kue y3nbl YBeNMUnBaTCcs. BO3HMKAOT MHGAPKTbI CeNe3eHKN.
JNeliko3Hble MHPUALTPATLI B 06/1aCTV HEPBHbIX KOPELIKOB fa-
0T CU/IbHble pafuKynspHble 601M. B remaTonornyeckoin kap-
TWHe TepMUHaNbHOW CTaguu BefyliMM ABASeTCA  6GNaCTHbIN
Kpu3 — nossneHne B nepudepnyeckoii kposm ot 30 o 90%
6nacTHbIX KneTok. 3aboneBaHue npuobpeTaeT YepTbl OCTPOro
neliko3a. Yauie Bcero 6/1acTHbI KpU3 XapakTpusyeTcs Hanu-
Yymem B KOCTHOM MO3re v nepudepuyeckoil KpoBu mMuenobna-
CTOB, HO MOTyT 6biTb Apyrve 61acTHble KAeTKW, B TOM uuce
n((audgepeHumpyemble. TloasnsetTcad LUTONEHUS — aHEMUS,
neiikoneHnsa, TpoMm6ouMTONEHWA, CONPOBOXJaloLLasacs remop-
parnyeckum cuHapomom. Tlpu Kapuonornvyeckom wucciepo.a-
HUW BbIABASETCA NOMUKNOHOBOCTb MaTONOrMYECKUX  KNETOK
(nn- ¥ rMnNepaunIoOuAHbIE KAOHbLI, aHeynnoaus), KoTopas
CYNTAETCA OCHOBHbIM NPW3HAKOM TepMWUHaNbHOW  cTagum —
HOBbIM 3TanoM OMyXO0NeBOW mnporpeccun. B HeKOTOpbIX ciyya-
X NpyW Kpuse yjaetcs AO6GUTbCA YAaCTUUYHOW KAUHUKO-Femaro-
NOTNYECKON pemMUCcCUM, HO OHa LA/INTCA Hefenu, WHOrga [LHu.
CMepTb NpyM XPOHWYECKOM MUENO0Neiiko3e 4vallle BCEro HacTy-
KaeT in) Bpemsa 61acTHOro Kpusa, pexe — OT MPUCOEAUHSI0-
wencs MHMeKUMN WA remMopparmyeckoro CUHApoMma.
[narHo3 XpoHMYeckoro Mwuenoneiikosa B pa3BepHyTOW
CTafun no NpeAcTaBnseT 3aTPYAHEHWA U CTaBUTCA B OCHOB-
HOM MO XapakKTepHbIM WU3MEHEHUSM B KPOBW, YBEIMYEHUIO Ce-
Nne3eHbM U nevyeHW. XPOHUYECKWUIA MUenonerikos Heob6Xoanmo
AntdepeHUunMpoBaTb OT IEMKEMOWAHbIX peaKuuii, KOTOpble MO-
ryT BO3HUKaTb W TeyeHue psiga 3aboneeaHuit: Tybepkynesa,
pasnnyYHbIX UHMEeKUWiA, ypemumn, paka. Mpu aTom HabnwpgaloT-
CA BbICOKMIA NEeAKOLUMTO3 M NOoABNeHWe B Mepudepnyeckon
KpPOBM He3penbiX (opM HelWTpotnnoB. Kpome KAMHWYECKUX
0Cc06eHHOCTEN, 06YCNOB/IEHHbIX OCHOBHbIM 3ab0/neBaHueM, ANA
AnddhepeHLMansHOro AnarHosa MMeeT 3HavyeHUe MOBbllLeHUe
aKTMBHOCTU LWENOYHON hocdaTasbl NPy NeiiKeMOUAHbLIX peak-
LUMAX U CHUXEeHMe ee NMpu Muenoneikose. B TpyaHbIX cnyyasx



NpUXoAUTCA npuberatb K CTEPHANbHON  NYHKUWW. Bonee
CNOXHO OT/IMYUTL XPOHWUYECKUIA MUEeNoneinkos OT OCTEOMMUO-
nockneposa nU Muenogpunbposa, TpebylowWwero uUHorga TpenaHo-
6UoHCUK.

XPOHUYECKUIA  MOHOLMTApPHbIN (MMENoOMOHOLMTAPHbIN)
Nneiko3 BCTpeyaeTcs MPEUMMYLLEeCTBEHHO B MOXWU/IOM BO3pacTe.
KnuHnueckass KapTuMHa CX0AHa C KAMHWUKOW  MuUenoseinkosa.
OCHOBHbIM FemMaTOfIOrMYECKUM MPU3HAKOM  ABMIAETCA  MOHO-
unto:) (20—40%) B nepuepuyeckoid KpPOBM U KOCTHOM
Mo3re Ha oie neiikounto3a. [1aTOrHOMOHWYHBIM CUMMTO-
MOM SIBNSIETCHA MOBbIEHWe B KPOBW YPOBHA nuszounma (dep-
MeHTa Mypamujasbl, COAepxalierocsd B MoHoumTtax). TeyeHue
MoHOLHTapHoro JleiiKko3a J06pokavyecTBeHHoe. b TepMuHanb-
HOW cTafuu BO3HWKAET TSHKEeNbliA aHEMWYECKUA CUHLPOM.

JleyeHre. OCHOBHbIMW npenapatamu AA8 fle4eHUs Mueno-
neiikosa ABASOTCS MuenocaH (MunepaH) W Mmnenob6pomon.
[ns nepBuuYHO-cAepXMBaloLed Tepanuu B HayanbHOW cTaguu
MuenocaH MNPUMEHAT B HebOoMbWIMX fAo3ax — N0 2 Mr
1—3 pasa B HeAeno; KOHTPO/Mb aHannsa Kposu npoBoAsaT
2 pasa B MmecAal. Ecnu 6onbHOlM o6pauiaetca K Bpayy Yxe B
pa3BepHyTOl cTaguu 60ne3HW, TO NPOBOAAT aKTUBHYIO Tepa-
nUI0 MUenocaHoM B TeyeHue 4— s ned. MNpenapat HasHavawT
BHYTpb M0 4—10 Mr B fJeHb B 3aBUCMMOCTW OT KOJAMYECTBa
nerikountoB  (1-10s neilkountoB — 4 Mr, 2106 — 6 MF) W”
pasmMepoB cefie3eHKW. Mocfie YMeHbLUIEHUs KONM4YecTBa nenko-
unToB A0 15-103—20-103 HYXHO MepexoAuTb Ha MNOALEpPXK-
Batowme f[o3bl (MuenocaH — oT 2 go fi mr B Hegenw). [MMpu
YMEHbLIEHNN KonuyecTBa TpomboumtoB (Huxe 60-103) Tak-
Xe  HeobXoAMMO YMeHbWMUTb [03y MWenocaHa UM OTMe-
HUTb ero.

JNleyeHne MuenocaHOM WMeeT O0CO6EeHHOCTb: u4epes 2—
3 Hej nocne ero HasHauyeHUs HacTynaeT MOAbeM, a Me CHU-
XeHue neikouuTo3a. ITO CBA3AHO C TeM, YTO MWENOCaH He
JeicTByeT Ha KneTku, Haxofsawwuecs B cTafum mutosa. [lo-
3TOMY BbIXOZ 3penbiX (hOpM Kakoe-TO BpPeMs NpofoskaeTcs,
XOTA KO/MYeCTBO CTBOMIOBbIX KNETOK MOXeT 6blTb YXe 3Hauu-
TENbHO YMEHbLUEHO.

MopfepxuBarolias Tepanusa Mo3BonseT 601bHOMY  Haxo-
ANTbCA B Y0BNETBOPUTENbHOM COCTOSAHUM HECKONbKO IeT, HO
NoCTeNeHHO B pe3y/nbTaTe ONYX0NeBOW Mporpeccun NemnKo3HbIO
KNeTKN «yXodaT» W3-Noj KOHTPONA MuenocaHa. B 3To Bpems
HY>XXHO NepexouTb Ha fledyeHne Apyrumu npenapatamu. WUc-
nonb3yT MUenobpomon, 6-MepKanToOnypuH, TULPOKCUMOYe-
BMHY. Muenobpomon Ha3HayawT no 250 Mr B AeHb Ha 2—



3 Heg. Ecnu HacTynaeT ynyudwleHue, nepexogdtr Ha nopgep-
Xusawouime fosbl (250 Mr 1 pa3 B Hefenw); s-MepKanTouy-
puH Ha3HayalT B fJo3e 100—150 Mr B fAeHb, FMApoOKCUMOYe-
BUHY — no 1000—2500 mMr B fgeHb. [py yMeHblUEHUW 4ucna
NeliKOUMTOB TaKXe MNepexofsaT Ha noafgepXwusawline  A03bl.
JTOT 3Tan nevyeHUs 0ObIYHO ANMTCA He 6OMblUe rofa.

PeHTreHoTepanuio NpW XPOHWYECKOM MUenonelikose npu-
MEHAKT rnaBHbIM 06pa3oM B cay4vae 60MbLIOKA cnienome-
rafMuu, ecnn OHa He cBA3aHa C MWeN0CaHOBbIM  Muenoduob-
po3om.

NleyeHne B TepMWHaNbHOW CTaAUM NPUHLUMUANBHO WHOE,
TaK KakK /eiiko3 nepexoauT B MONIMKIIOHOBYK CcTaguto. Mpu
671aCTHOM Kpu3e MPUMEHSOT CXeMbl, KOTOpble WUCMO/b3YHTCA
ONA nevyeHMs oCTporo mueno6nactHoro neiikosa (CM. JleyeHwue
OCTpbIX NeiiK030B). PEKOMEHAYIOTCA KOMOGUHALMW U3 7 UAN s
npenapatoB (TWoryaHuu, pyboMuuuH, UMTO3ap, MeTOoTpekcarT,
npefHN30N0H, uuknodochaH, BUHKPUCTUH, L-acuaparmHasa).
B pesynbTaTe MNPUMEHEHWS 3TUX CXeM PEMUCCUIO YygJacTcs
NoNy4YUTb NPUBAN3NTENBHO B 20 % CNyvaeB, HO 3hdeKT neye-
HUA B TEPMUHANbHOW CTaAUM KPaTKOBPEMEHHbI.

MWENO®NBEPO3 (OCTEOMUMENOCKIEPO3)

Cpefn 3abonesaHuii, OTHOCAWMXCA K MuenonponudepaTms-
HbIM, UMETCA ABe (POPMbl C OYEHb CXOAHbIMU KIUHUYECKUMU
NPOSABAEHUAMWU U TUCTOMOP(PONOrMYECKOW  KapTUHON.  OHM
paccMaTpuMBalOTCA KakK efuHas HOo30n0rmyeckas opma U Ho-
CAT HasBaHWe Mwuenogpmbposa M ocTeomuenockneposa. [pwu
3TUX 3ab60MeBaHMAX MOPaXaeTCas U KPOBETBOpHas TKaHb W
CTpOMa KOCTHOro mosra. MNpu muenodubpose mmeerca paspac-
TaHWe BOJIOKHWUCTOW COEAMHWUTENbHOW  TKaHW, SIBAAHOLLeiics
NPOAYKTOM [eATEeNbHOCTW CTPOManbHbiX KneTtok (thunbpobna-
CTOB), KOTOpas BbITECHSAET aKTUBHYH KPOBETBOPHYH TKaHb.
Mpn ocTeomunenockneposc, Kpome (UO6PO3HONA TpaHchopMa-
LUK, nMeeTCA KOCTHAs MaToforua: yBeinyeHue W YNJOTHeHue
Tpabekyn, o6pa3oBaHWe HEMOSIHOLEHHOW OCTEOMAHON TKaHW.
CocTosiH/Ee KPOBETBOPHON TKaHW MOXeT OblTb pas3MyHbIM —
OoT runepnnasuu (NaHMuenos) O rMnonaasnm BCEX POCTKOB
KPOBETBOpEHMUs, 4YTO UM 06ycnoBAMBaeT MeCcTPOTY KAWHUYeEC-
KO KapTWHBbI.

lMaToreHe3 BbI3biBaeT 6Gonbliune cnopbl. OcTaeTcs Hedc-
HbIM, 4TO nopaxaeTcs MEepPBUYHO — CTPOMa WM KPOBETBOP-
Hasf TKaHb, SIBAAETCA AW KNeTouyHasa nponudepanmsa u Mueno-



naHas MeTtannasus 61aCTOMATO3HOW WAM NOCUT PeaKTUBHbLIN
xapaktep (Cyw,ecTByeT BTOPUYHbLIA peakTUBHbIA W MeTacTa-
TNYecKnii Muenounbpos npu 3puTpeMun, Mueno- U AnUmMgo-
neliko3e, MeTacTasax paka pasfIMYHON  fokanusauuu).
B nonb3y TOro, YTo MMeNopubpPo3 OTHOCUTCH K remobnacrto-
3aM, CBUAETEeNbCTBYIOT KAMHWKO-rematonormyeckas 611M30CTb
3ab0n1eBaHNA K XPOHWYECKOMY MUEONERKo3y U 3pUTPEMUM,
$,03MOXHOCTb 3aBeplleHus 60ne3HM 6NacTrnbiM KPU3OM, a Tak-
Ke BblIBleHWE XPOMOCOMHbIX aHOMasnil B reMomno3aTUYeCcKMX
KneTkax, a He B pubpobnactax. [loaTBepxgaeT /eNKO3HYIO
CYyWwHOCTb 3aboneBaHns Takxe MuenomgHas meTannasuvs ce-
Ne3eHKM U nedvyeHn. MNCXoAHOM KNETKOW onyxonu ABnseTcs
K/leTKa — MnpejWwecTBEHHMLA MWesonossa; nopaxenuve MOXeT
KacaTbCs OfLHOr0, BYX WM BCeX TPeX POCTKOB (rpaHynouu-
TOB, 3pUTPOLUTOB, TPOMOBOLUTOB).

3aboneBaHne 06bIYHO BCTPeEYaeTCa Yy MWL NOXWUIOrO0 BO3-
pacTa, O4HaKO CYMTAeTCA, YTO OHO Ha4yMHAEeTCH 3HaUYUTeNbHO
paHblle, ANNTENbHO NPOTeKaeT 6e3 KAMHWUYECKUX MPOosBAEHWN
M MO3TOMY Yalle pacrno3HaeTcs B CTaplUX BO3PACTHbIX rpyn-
nax.

KnuHnyeckasa KapTuHa. MepBoli »ano6oil 601bHbIX 06bIY-
HO 6biBaeT OLWYLLEHUE THXKECTU B XWUBOTE, CBA3AHHOE C YyBe-
NnyeHnem ceneseHkn. CrnieHOMeranusa ABASETCA BefyLUM
KAMHW4YeckuM cumnToMoM. OHa cBf3aHa C paspacTaHMem B
ceneseHkKe 04aroB KpOBeTBOPeHUA W (Mb6po3HON TKaHu. Bo-
B/leYeHMe B MPOLECC MNEeYEeHW MOXKEeT COMPOBOXAATbCA  MOp-
TalbHON TrunepTeH3ne.

Mepudepuyeckas KpoBb 0ObIYHO OTpaKaeT U3MeHEHUS
BCEX TPEX POCTKOB KPOBETBOPEHWS, HO B pa3HoOi cTeneHun. Ko-
NNYECTBO NeKOUMTOB noBbiweHo (20-103—30-103 B MKnN),
nmeeTCcs CABUr B neiikouuTapHoi ¢opmyne A0 MWUENOLMTOB U
npomuenounros (cybneikemmyeckuii mMmenos), Ho npeobna-
fpalT 3penble opmbl. Pexe BcTpeyaeTcs aneikemumyeckas
KapTuHa KpoBMW, 6e3 MosABAeHMA MONoAbIX ¢opM. XapakTep-
HO HECOOTBETCTBME MEeXAY 3HAUYMTENbHO YBENUYEHHOWN cene-
3eHKOW W HeBbICOKUM nelikounTo3oM. CO3 HEeCKONbKO YyBe-
NnYeHa.

Ecnn B onyxoneBblil MpoOLECcC BOBMEYEH TpOMOGOLMTAPNbI
(MerakapvounTapHbIl) pOCTOK, TO NOABASETCH TPOMOOLMTO3.
Konnuyectso TpomM6OLUTOB MOXET yBenumyuBatbcad A0 3-106—
-4 -10s B 1 MK, N0 6GbIBa€T U TPOMOOLMTOMEHNA. Y BENNYEHNE
TPOMOOLMTONO33a MOXET Cc034aBaTb TPOMOGOremopparuveckui
CUHAPOM C K/IMHMKON TPOM6030B (4allie BCero MeseHTepuasnb-
HbIX COCY[0B) U KPOBOTEYEHWIA.



Vi3MeHeHNa CO CTOPOHbI 3pUTPOMO33a MOryT MNPUBOAUTH
KaK K MIeTOPUYECKOMY, TaK W K aHEMUYECKOMY CUHAPOMY.
MneTopuyecknii CUHAPOM BO3HMKAET yalle B paHHeil ctaguu
60M1€3HN U KAWHUYECKN MNPOSABAAETCA rON0BHON 60/bl0, Mo-
KpacHEHMEM KOXMW, KOXHbIM 3yAoMm. KoauyecTBOo 3putpouu-
TOB U COAEpXaHWe reMorno6MHa NoBbILEHbI.

AHeMus pa3BMBaeTCs B pe3yNbTaTe HECKONbKUX MNPUYUH:
3aMelleHNs KpacHOro pocTka ()Mbpo3HOI TKaHbIO, ruuepcnne-
HU3Ma, Hea(p(HeKTUBHOrO 3pMTPONO033a, KPOBOMOTEPbL W3 Bapw-
KO3HO pacllMpeHHbIX BEH MpW MNOPTaNbHOW runepTeH3uu.

O4HVMM ¥3 4YacTblX CUHAPOMOB ABNAETCH MOYEKUC/bIA CWUH-
opoM. OH nposiBASeTCA KAUHUYECKUMU CUMNTOMaMy MOYeKa-
MeHHOI 60ne3Hu, apTpuTta, nogarpbl. CogepXaHue MOYEBON
KWCNOTbl YBENWYEHO BCNEACTBME YCWUAEHHOro pacnaja apgep-
HbIX KMeToK, B M36biTKe 06pasylolmnxcs B o4varax 3KCTpamo-
OYNNAPHOTO KPOBETBOPEHMUS.

TeuyeHne 3a60neBaHUA XpOHWUYecKoe, AnuTenbHoe (20—
30 neT), TepMMHaNbHaA CTagusi CXOfHA C TEPMUHANbLHON CTa-
[AVWEH XPOHWYECKOro muenonerkosa (6nacTHbIM Kpus, yrHeTte-
HYe HOpManbHbIX POCTKOB KPOBETBOPeHWA). B nocnegHue ro-
Obl BblaeneHa ¢opma 3abofieBaHWs, KOTOPYK HasbiBalOT 3/10-
KauyeCTBEHHbIM Muenonbpo3om. TeyeHMe ero ocTpoe, € Taxe-
Novi aHeMuei, HelWTponeHnel, HanMumeM 6NACTHbIX KNeTOK B
nepugpepruyeckoin Kposu.

[varHo3 noATBepXAaeTca AaHHbIMW TpenaHo6UOHCUWU WK
NMYHKUMWERA ceneseHKU. PesynbTaTbl CTePHANbHON  MYHKLMK
MOryT 6bITb HEAOCTOBEPHbIMMW, TaK KakK 3aBMCAT OT TOro, no-
nafjaet M uUrna B yyactok ubposa uAM  KPOBETBOPHON
TKaHW.

Mwuenotnbpo3 (ocTeoMunenocknepos) uauwe Bcero andde-
PEHLUMPYIOT OT XPOHMYECKOro Muenoneikosa. Mpu nocnefHem
M3MEHEHNA B nepudepuyeckoli KpoBUM 0ObIYHO  BbIPaXKEHbI
CU/bHee, a rnaBHOe, Mpeobnafat0T Haj YBE/MYEHUEM CENe3eH-
Ku; BbisBnserca Ph'-xpomocoma, yero He 6biBaeT npu ocre-
omuenocknepose. lMpu runonaasMm KOCTHOrO MoO3ra cregyet
MOMHWUTb O BO3MOXHOCTW TFWUMONNACTUYECKUX aHeMUin — ans
nocnefHUX HexapaKTepHO YyBenuYeHUe ceneseHku. B cnyuae
NOSBAEHUS CUMNTOMOB MNOPTaJbHON TFUNEPTEH3UU  OYEHb
CNoXHa AuddepeHumaymna oT LUPPO30B NEYEHW U renaTosnue-
HallbHOTO CUMHApOMa. Peluatouiee 3HayeHWEe MMEKT TpenaHo-
6uoncns U MYHKUUSA Cene3eHKH.

JleyeHune. lMpu MeaneHHO npoTekawlWwmux dopmax cheun-
anbHOro Ne4YeHWs He MPOBOAAT. B cnyuvae BbIpaXeHHONU aHe-
MUN PEKOMEeHAYyeTCa fievyeHne aHApPOreHHbIMU  (MeTuaTecTo-



CTOPOH M3 pacyeTa 2 MF Ha 1 KIr mMaccbl Tefna) U aHabonumyec-
KUMW FOpMOHammn B CpefHMX [03aX KakK CTUMynaTopamu 3apu-
Tponosna. Mx HasHavaloT Kypcamu no 1 '/2—2 MeC C TakKumu
Xe nepepbiBamu. lMNepennBaHue KpPOBWM PEKOMEHAYIOTCH TOJb-
KO Npu OuYeHb TAXKeENOoN aHemuu, NO B KOHUe 3aboneBaHuMA
OHO 0CTaeTcAd eAMHCTBEHHbIM MeTOAOM fievyeHusd. B cnyuasx
reMonMTUYECKON aHeEMUU UAN TPOMOOLMTOMEHNN MPUMEHSAKT
KOPTMKOCTEPOUAHbIE TOPMOHbI B CpefHUX [O3ax.

OueHb cnoxeH Eonpoc 0 fieyeHun LMUTOCTATUUYECKUMU
cpencTBamu. OHM MOTYT fIerKO Bbl3BaTb annasuio OoCTasBLIMXCA
Y4YaCTKOB KPOBETBOPEHUA U YCUNUTb Pubpo3. OfHaKo npu Ha-
pacTalolem NeiikounTo3e, 0COGEHHO B COYETaHUM C TPOMOO-
UMTEMHEN W 3puTpemMuein, NPoBOAAT NeYeHWe MUEeN0CaHOM, HO
He6ONbWNMKN [03aMU U KOPOTKMMU Kypcammu: 2 —3 HCA N0 2 —
4 Mr B AeHb UKW 2 Mr 1 pa3 B Hefento 60nee ANUTENbHbIN
cpok'. TpyM MOYEKMCNOM JumaTe3e HaszHavalwT  anionypuHon,
METUHAO0N, peonupuH. MMpu 61acTMOM Kpu3e MPOBOAAT neuve-
HWe NPegHU30/I0HOM U 6-MepKanTonypUHOM.

SPNTPEMWNA

Sputpemuna (UCTUHNAA nonuuuTemusn), unm 6onesHs Bakesa,
OTHOCUTCA K [A06POKAYeCTBEHHbIM  MUeNnonponndepaTuBHbIM
3aboneBaHusAM.  VICTOYHMKOM OMyxo0nesoro pocta fBAfeTCH
KneTka — npefllecTBEHHNLA MUEN0onoasa.

MaToreHes. B ocHoBe 3a60neBaHMA NEXUT fieiiKO3HaA Npo-
nupepaunsa BCex Tpex POCTKOB KPOBETBOPEHUSA, OCO6GEHHO
KpacHOro u MmerakapumouuTapHOro. YBennyeHHoe cofepxaHue
3pUTPOLUTOB U TPOMOBOUMTOB B Mepuepuyeckor KpoBu npu-
BOAWUT K 3amMe//IeHNI0 CKOPOCTU KPOBOTOKA, YBEIMYEHWIO Mac-
Cbl LUPKYNUPYIOL e KPOBMW, MOBBLILIEHUIO BA3KOCTW W CBEPThI-
BaeMOCTM KpOBW. B cBA3W C 3TUM B KAMHUYECKOW KapTuHe
MMEeeTCs COYEeTaHWe CMMMNTOMOB, CBA3AHHbIX KaK C JIEiKO3HbIM
npoLeccoM, Tak U € COCYAUCTbIMU TPOMOOTUYECKUMU HapylLue-
HuAMM. BonesHb BCTpeyaeTcs MNPEUMYLLECTBEHHO Y MYXUUH
MOXW/ioro Bo3pacTa.

KnuHnyeckas kapTuHa. Havano 3aboneeBaHus  He3ameT-
Hoe. lMepBbIMK Xanobamu 6bIBalOT rofoBHas 601b, WyM B
yllax, 4yBCTBO Xapa W MPUINBOB K T0JI0BE, X)KeHWUe -B-aafb-
uax pyK u Hor (apuTpomenanrus), 6071 B MbILLWAX_N KOCTAX,
3y, KOXW, YCUNUBAKOLWMIACA NOCNe BaHHbI.

OueHb XapaKTepeH BHEeWHWI BKUL 60NbHOrO: NUTTO runope-
MUpOBanHoe, BULIHEBO-Kpacuoe, COCyAbl CKNEP WHbeLupoBsa-



Hbl, 13bIK CUHIOLWIHO-KPaCcHbIA. JIuMpaTuyeckue ysnbl He yBe-
nnyeHbl. CeneseHka U MeYvYeHb YBe/IMUYEHbl KakK 3a CyeT MNOJSIHO-
KpOBMSA, TaK U B pe3ynbTaTe UX y4yacTusa_B_muenonpnugepa-
TUBHOM npouecce. YacTto obpasytoTca KamHW B XxeJ/TYHOM ny-
3blpe, 4YTO CBA3aHO C MOCTOSSHHO YBE/IMYEHHbIM KO/IMYECTBOM
NPoAyKTOB pacnaja 3pUTPOLUTOB.

M3MeHeHUsA CO CTOPOHbI CEPAEYHO-COCYAMCTONW  CalT-b-n
NPOSBAAIOTCA NPUCTYNnamu CTeHOKapauu. NHoraa BO3iM»-iin7
MH(apKTbl MUOKapfa, HapyLlleHWs MO3roBOoro KposoobGpalle
HuUa (cTas u Tpomb6O3bl B MeNKUX cocypax). ApTepuanbHoe
fLaBneHne y 6O/bLWMNHCTBA 60/IbHLIX MOBbILIEHO.

Hanbonee xapakKTepHbl W3MEHEHWUA CO CTOPOHbl KPOBMU.
Konnuyectso sputpoumToB pocTuraet 6 -106—12-106 B 1 MKS,
cogepxaHue remorno6uHa 160—200 r/n. Wmeetca” nelikouu-
T03 (9-103—12-103). TpombouuTo3 (4-105—s *105) u pesko
yMeHblaetca CO3 j | —2 mm/y, nHorga 0,5 mm/4). lNokasa-
TeNnu remaToKpura ykasblBalOT Ha pe3koe npeobnagaHue gop-
MeHHbIX 371emMeHTOB Haj nnasmoil  (80: 20 Bmecto 45 :55 B
HopMe). BA3KOCTb KPOBW MOBbILLIEHA.

MpumepHbIA aHanui3 kpoBu: 3p. 6,3-108, Hb 190 r/n, uyB. nokasa-
Tenb 0,9, Tpom6bow. 55¢10s, n. 1,1-104 6. 0%, 3. 4%, n. 6%. c. 60%,
nmmd. 24 %, mon. 5%; CO3 1 mm/y. ematokpuT 0,7 r/n.

B KOCTHOMO3roBOM MYyMNKTaTe — rMNepnnasnsa BCeX TPeX POCTKOB;
3puTpomnoas pes3ko YCWUJeH.

TeueHne pasBepHyTOl CTagWW 3IPUTPEMUN OObIYHO  ANU-
TeNbHOe — oT 7 fo 13 net. OAHON M3 NPUYUH CMepTU 60Nb-
HbIX SIBASKTCSA COCYAUCTble OCNOXHEHUA  (MHCYNbT, WH-
thapkT). Ecnnm He HacTynaeT CMepTb OT 3TUX OCNOXHEHWUIA,
6one3Hb 3aBepllaeTcs MEPEeX0AOM B TePMUHANbHYK (aHemu-
YeCcKyl) CcTaauio BCMeACTBME Pa3BUTUS BTOPUYHOTO  MUeNo-
hunbposa wunyu TpaHchopmauum B XPOHUUYECKMIE MuenoumTap-
Hblii UK ocTpblii neliko3. [ocnegHee pacueHuBaeTcs  Kak
nposiBNeHNe MyTareHHoro addekra UMTOCTAaTUYECKUX Mnpena-
paTtoB M 0co6eHHO pajunoakTuBHOro docopa. lMepexon 6ones-
HU B OCTPbIA Neiko3 B rpynmne neyYeHHbIX pagnodocgopom oT-
MedeH Yy W %, B rpynne MonyyaBLWNX MHble BUAbI Tepanun —
y 1%. Haunbonee yacto (30% cny4yaes) 60/1e3Hb MNepexoaunT BO
BTOPUYHbIA MUenounobpos.

OunarHo3. CoueTaHue XapaKTepHbIX KAWMHUYECKMX CUMNTO-
MOB: MJIeTOPbI, TUNEPTOHUU, TPOMOO30B, YBENYEHUA Cefle3eH-
KW W MeyvyeHn CNocob6CTBYeT YCTAHOBMIEHUIO AMarHo3a, KOTOopbIi
noATBepXAaeTcs aHann3oM KpoBWU. n

JpuTtpemuto cnepyeT auddepeHUMpoBaTb 0T CUMNTOMATU-
YyeckuMx apuTpoumnTo30B. Hambonee 4acto BCTpeyaeTcs OTHOCU-



TeNbHbI 3pUTPOLUTOB, T. €. YBE/NIMYEHUE KOJU4YecTBa 3PUTPO-
LMTOB NpU CrylweHun Kposu. OH MOXET BO3HWMKaTb Mpu 60/b-
ol noTepe XUAKOCTU (06unbHas pBOTa, MOHOC, paboTa B ro-
pAY X Lexax U T. 4.) W HOCUT Mpexoasalunin xapakrep. Abco-
NOTHbIA 3pUTPOLUTO3 NOABAAETCA MPU ANUTENbHON TMNOKCUU
/(OoHnuccKMe OBCTPYKTUBHbIE 3abofieBaHUs  NerkUX, BPOX-
faklie MOpPOKM cepiua C YMEHbLIEHHbIM KPOBEHANO/HEHWEM
«(IKilk, neroyHas runeptoHus u fAp.). TMNOKCUS Bbl3biBaeT
yifi3apaxxeHne KOCTHOro Mo3ra W YBe/IMYEHUE CeKpeuuun 3apu-
Tpono3TUMOB HOKCTarnoMepynspHbIM annapatom nodvek. [lo-
CNefiHUA MexXaHU3M NeXWT B OCHOBE 3PUTPOLUTO30B, BO3HU-
Kalwux npu rugpoHedpose, NOAUKWUCTO3e, TMMEepHEPPOULHOM
pake noyeK W PenoBackKynspHoOW runNepToHUM. BTOpUUHbIE
3pUTPOLMTO3bl MPU A3BEHHOIW 60ME3HN OO6BLACHAT rUnNepcek-
peuueid racTpoMyKonpoTeuHa.

Mpu auddepeHLMansHON AMArHOCTUKE MOXET MMeTh ;Lia-
yeHne onpejeneHue LieNo4YHOW ocgaTasbl NeWKOLUTOB —
YPOBEHb €e MNOBbILEeH NPU UCTUHHON nonuumutemun. Mpu BTO-
PUYHBIX 3PUTPOLMUTO3aX MOBbILEHUS YPOBHA LWENOYHOW ¢oc-
(haTa3bl He ObIBAET, eCiM HeT CONYTCTBYHOLLEro BOCManUTeNb-
Horo npouecca. CofepxaHue >e 3pUTPOMO3TUHOB B KPOBU U
MOYe YMEHbLUEHO MpPW 3PUTPEMUU W YBEAWUYEHO MpPWU BTOPUY-
HbIX 3puTpoumTo3ax. OCHOBHOE 3HayeHWe MUMeeT TpenaHo-
. 6uoncus, ¢ NOMOLLbLIO KOTOPOM NpW 3puTpemMun obHapy>XunsawT
TOTaNbHYK TUNepnaasMio  KOCTHOTO MO3ra C BblpaXXeHHbIM
MerakapmoLunuTo3om.

NeyeHne. Mpu 3puTpemun, npoTekawweid 6e3 601bWOrO
naHuMTOo3a, MPoOM3BOAAT KposonyckaHusa no 300—500 wmn
2—.Tpa3a B mecsl, MHOrga 4vauwie. HakaHyHe U B [ieHb KpOBO-
NyCKaHWa HasHayalT Henpamble aHTUKOarynsHTtbl  (eHu-
nmH no 0,03 r) u gesarperaHTol TpombouuToB  (auetuncanu-
umnosas kucnota no 0,5 r), 4Tobbl YMEHbLWMUTb BA3KOCTb KpPO-
nW, 3aTPYAHAIOLWY KPOBOMYCKaHWe; WUrNy MNpOMbIBaKOT rena-
PVHOM.

Mpyn HepfoCTAaTOYHOW 3(P(PEKTUBHOCTM KPOBOMYCKaHUlA K
npu topmax 060M€3HU, NPOTEKALWMUX C NaHUMTO30M W chfe-
HOMeranuei, HasHavalT UMUTOCTaTUYeCKyl Tepanuto. Jlyu-
WMM npenapatoMm cyuTaeTcs umudoc (CoLepXuT nepagmoak-
TWBHbIA ¢ocdop). OH BbI3bIBAET peMUCCUM, Anfawimecs OT 2
[0 6 NeT B 100% cny4yaeB NpocToli  3puUTPEMUM U B 86 % —
npu MuenonponudepatuBHoii dopme. BBOAST uMUGOC BHYT-
PUMbILLIEYHO UNWN BHYTPMBEHHO B f03e 50 Mr 3 AHA nogpsg, a
3aTeM uyepe3 feHb euwle 7 pa3. PesynbTaT nevyeHns 6GbiBaeT BU-
JeH yepe3 1 ‘/r mMec, TaK Kak npenapaTt [eicTByeT na YypoBHe



KOCTHOTrO Mo3ra. JIeHKO30TeHHOro feiicTBnMa umudoca He OT-
MeYeHO, HO Heob6xo4umMO CTporo cobnfatb CPOKU XpaHeHus
npenapata. Mpu nepefo3sMpoBke MMUGOCAa MOXET BO3ZHUKHYTb
rmnonnasus KPOBETBOPEHUA, ANA NleYeHUS KOTOPOA MPUMEHS-
0T NPesHW30M0H, Hepo6os, BUTaMuHbl Be 1 Bi2, a Takxe re-
mMoTpaHcy3uu. lMocne ynydleHns cOCTOAHMA 6GOMbHOMO noa-
LepxuBatolleli Tepanum He TpebyeTcs.

B cnyyasax apuTpeMun € BbipaXKEeHHbIM MaHLMTO30M U Mue-
NOWAHON MeTannasvein cenes3eHKU MOXET ObiTb MPUMEHEH MA*
enocaH (no 2—4 Mr B feHb) uaum muenobpomon (no 250 wmr
yepe3 fieHb) BHYTpb. Ha3HaualT Takxe neiikepaH (no 10 mr
B [leHb BHYTpPb B TeyeHue ¢ Hepg), umtocton (no 400—600 mr
B A€Hb B A03e 7— 10 I Ha Kypc), umknogocthaH (Mo 100 Mr
BHYTPb €XeAHEBHO B TeyeHue ¢ Hepd). Mpu neyeHWnM uuTocTa-
TWYEeCKMMW npenapatamum Heo6XOAMMO cnefMTb 3a KOMU4ecT-
BOM TPOMOGOLMTOB M NENKOLUTOB, KOTOpPOe YMeHbluaeTca Obl-
cTpee, 4em KO/MMYECTBO 3PUTPOLMTOB.

NeyeHre B TEPMUHANLHOW CTaguu MPOBOAAT MO CX3Mam
neveHunss Toro 3aboneBaHWs, B KOTOpoe TpaHcopmupyetcs
apuTpemMun (Muenoneiikos, Muenoubpos, Muenobnacllbii
neiikos). lNpumeHeHWe paguMoaKTUBHOrO ¢octopa B Tepanuu
3pUTPEMUMN Tenepb MOYTU BCEMMW MNPEKPALLEHO B CBA3M C OT-
YETNMBbIM MYyTareHHbIM AeliCTBUMEM, XOTS /fieyeHWe MM MO03BO-
NNN0 YONMHUTB XU3Hb 6OMbHLIX MOYTWM B 2 pasa.

XPOHUYECKUM NNM®ONENKO3

XpoHUYEeCKUiA numdouynTa PHbI  neiko3—fnumponeinkos\ —
onyxonesoe 3abofeBaHWe C MOpPaXeHWeM NUMGOLUTAPHOTO
pocTka, oTHocuTcsA K 00&A0KAa4YeCTBEHHbL MMAYTTHL, He Mpo-
ABMSIET NPU3HAKOB OMYXO0/IEBO MPOrpeccum MnpakTUYecKn Ha
BCEM MPOTSHXXeHUM 60Me3HN. XPOHMYECKUIi numdoneikos mno-
pakaeT MPEUMYLLECTBEHHO MY>XYWH MOXWIOro .Bo3pacra, He-
peLKo BCTpeyaeTcss Y KPOBHbIX POACTBEHHWKOB.

3aboneBaHue BblpaXaetcs B M36bLITOYHOM 06pasoBaHUU
Mopdonornyeckn 3penbiX__AMMmgoTTUTAB, “KoTopble, 0AHAaKo,
OYHKLMOHANbHO HENONHOLUEHHbl, M03TOMY B  KJMHWUYECKOWA
KapTuHe W MPOrHo3e 60/7e3HN OAHO M3 OCHOBHbIX MECT Mpwu-
HagneXxmt HapyweHWUK mmmMmyHonornvyecknx <bynknwin:__ T

lMatoreHes. lMpegnonaraoT, YTO UCTOYHUKOM OMYXONEBOIO
pocTa npu .XPOHWYECKOM NUMMDONenkose ABNAETCH KneTka —
npeAwecTBeHHNLA NMUMKPON0O33a U3 Kflacca 4YacTUYHO feTep-
MWHWPOBAHHbIX MOJUNOTEHTHbLIX KneToK. 3aboneBaHue Hpea-



cTaBnseT coboli HeOAHOPOAHY rpynny. B 6OMbLWMWHCTBE CAY-
YyaeB OblBaeT yBenuuyeHa nonynsuua B-numgounTtos. B cBA3n
C 3TUM peakuumn, xapakTepHble gna T-numdounTos, ocnabne-
Hbl UAM OTCyTCcTBYtOT. OfMako onucaHbl cayvyan numMdoneii-
K03a, KOrga OKasblBajiuCb YyBeNWYEeHHbIMU 06e nonynaymu
KNeToK.

Mo KAWHMYECKOW KapTWHe U TeYeHWlo BbIAENAT ABe ¢op-
Mbl XPOHWYECKOro AUM{oneiikosa, OAHAKO YCTAHOBUTb WX 3a-
KOHOMEpPHYI CBA3b C T- uau B-numdountamn He yaaetcs.
Mpu nepsoit ¢opme 3aboneBaHWe MNPOTEKAET OYEHb MeAsleH-
HO. CocTofiHMe O60/bHbIX MOXET ocTaBaTbCA YAOBMETBOPU-
TeNbHbIM 8 — 10 fier U 6onee, n obpalleHMe K Bpayy valie Bce-
ro 6blBaeT *BbI3BaHO yBeNNYEHUEM KAKOW-NOO rpynnw AUMOa-
TUYECKUX Y310B. JIUMpaTUYeCKue ysnw MATKKUe, 6eabones-
HeHHble. CefieseHKa He YBe/iMYeHa WAW C TPYAOM Nanbnupy-
eTcsa Kpali ee. TemnepaTypa HopmanbHas. B nepudepunueckoii
KpoBu nelikoumTo3 (1-104—O0T0r 1 1 MKA), HO OH PeaKo fAo-
CTUTaeT BbICOKOrO YpPOBHA; B (hopmyne npeobnagaroT numdo-
UMTbI; cofepXXaHue UX MOXET AoxoAnTb Ao 80%. JIum@ounTbl
Manoro pasmepa, C Y3KOW MOJIOCKON npoTonnasMbl, Kak Obl
COCTOAT W3 OfHOr0 fAfpa; WHOrfa BCTpeyalTcA LIMPOKONPOTO-
nnasMeHHble NUM@oLnTbl. OUYeHb XapaKTEpHO MNOABJIEHUE B
Ma3ke TeHeil BoTknHa — F'ymnpexTa (pasgaB/fieHHble npwu
NPUroTOBMEHNN Ma3Ka HemnmosIHOUEHHble nuMdpounTbl). B KocT-
HOM Mo3re npeo6nagalT NUMAOLUNTHI.

MpuMepHbIli aHanu3 kposu: 3p. 4 106, Hb 120 r/n, uB. Nokasa-
Tenb 1,0, Tpom6oy. 12-104, n. 48¢103 6. 0%, 3. 1%, u. 1% c. 25%.

nmmag. 70%, MoH. 3%; CO9 15 mMm/4, KneTkn bBoTKMHa—IyMHpexTa
5:100.

BTopasa ¢opma XpoHuyeckoro numdonelikosa 6bicTpoTe-
Kywas. Yepes 1—2 roga nocne nosBNeHUA MepPBbIX YBenu-
YEeHHbIX NUM{aTUYECKUX Y3N0B YXYALIAeTCAs CaMO4yBCTBUE
60NbHbIX, NOABNAOTCA pe3kas cnabocTb, MOTANBOCTb, NNXO-
pafka, noxygaHuwe. Jiumdatnyeckue ysnbl YBeNWYEHbl yMe-
PEHHO, HO MN/OTHOW KOHCUCTEHLMWW, MOTYyT Bbl3blBATb  KOM-
NPeccuoHHble ABneHUs. Hepeako oTmevaeTcs  pas3pacTaHue
Me3eHTepuanbHbIX NUMEpaTUYeCKUX Y3/10B C pasBUTUEM acuu-
Ta. CeneseHka ¥ nNeyeHb YBE/MYEHbl, YACTO 3HAYUTENLHO.

B nepudepnyeckoil KpoBM MOryT MOABAATHCH NpoAnmMdo-
UNTBl U eANHUYHbIe nuMdobnacTbl. B KOCTHOM MoO3re toTanb-
Hasa numdarnyeckaa metannasma (puc. \1).

HapylweHnsa MMMYHHbIX MPOLECCOB MPU  XPOHUYECKOM
TWwMdoneikose MOryT NpuMBOAMTbL KakK K runorammarnobynu-
HeEMWUW, TaK U K ruHeprammarnobynmHemun. KnuHUYECKU OHU



Puc. 11. TyHKTaT KOCTHOro MO3ra MpWM XPOHUYECKOM NuMonerikose.



NMposABASOTCA CMMNTOMAamW, CBA3AHHBIMU CO CHVDKEHUEM 006-
pa3oBaHWsA aHTUTeN U C ayTOMMMYHHbIMU npoueccamu. Yauye
BCEro BCTPeyarTCcs ayTOMMMYHHblE FemMoUTUYecKue aHoMUA
M TpOMOGOLMTOMEHNA. VIHOTAQ OHWM HOCAT MOYTU MOCTOSHHbIN
XapakTep WM NposBAAIOTCA B BUAE TSHKENbIX KPWU30B, Yrpo-
XKaKWNX XU3HU 6ONBHOTO.

VIMMYyHHast TPOMOGOLUTOMEHUA KAUHUYECKU MPOsBAsSeTCS
reMopparMyeckum CUHAPOMOM (remaToMbl, HOCOBble KpPOBOTE-
YeHMs U T. M.), BC/IACTBME KOTOPOr0 MOXeT BO3HMKATb NOCT-
remMopparvyeckasl aHemusi.

CHWXKeHne cnocobHOCTU K aHTMTenoo6pas3osBawino npueo-
OUT K Hanbosee TAXENOMY NPOSBAEHUID NUMMDONEeNKo3a — UH-
(heKUMOHHbLIM OCNMOXHEeHUAM. UYalle BCEro BO3HMKAKT MNHEB-
MOHUU. OHWM MpOTeKalT TSHHKENO He TONbKO U3-3a CHUXKEHUS
UM n3BpalleHns BbIpabOTKM aHTWUTeN, Mo WU BCAeACTBME Ha-
pylWweHNs ApeHaXHON (GYyHKLMM OGPOHXOB M3-32 YBeNUYeHUd
AMMaTMyYecKnX Y3n0B CPefoCTeHMs U cneuuduyeckold npo-
nndgepaunn B NerovyHON TKaHW M 6poHxax. WIH(PEKUMUOHHbIe
OCMIOXHEHUA SIBAAKTCA CaMOW 4acToW  MPUUMUHOI cMepTu
60/bHBIX XPOHWYECKUM NUM$OENKO30M.

[narHo3 XpoHWYeckoro nuMMQoneiko3a OCHOBbIBAETCA Ha
CUCTEMHOM YBe/MYEHUU NUMPATUYECKUX Y3/10B U  XapakTep-
HOM M3MEHEHWWN KpoBU (abCONKOTHLIA NMMGpOUNTOB) W NOA4-
TBEpXfaeTca CTepHanbHOW nyHkuuein. MyHKUMAa nmmgaTnde-
CKOT0 y3/1a He MMeeT CYLLECTBEHHOrO 3Ha4YeHUs, TaK KakK OHa
06Hapy>XMBaET runepnnasnio Knetok numgonossa, 4YTo Ha-
6nofaeTcs U Npu Apyrux 3aboneBaHMsAX, NpoOTeKawlWUX C ru-
nepnnasnein nuMmdatnyeckmx y3nos. Bonblwoe 3HayeHWe MMe-
eT NyHKLWA Cene3eHKW, BbIABMAKOLWAS pe3koe npeobnagaHue
numdgonoasa.

Numoneiikos cnegyet audgepeHuMpoBaTb 0T  UHMEKLUM-
OHHOro NMM@ounTo3a, UHMEKLMOHHOTO MOHOHYK/eo3a, JIMM-
(horpaHynemartosa.

JleyeHne XpoOHMYECKOTO NuMGoneiikosa 3aBUCUT OT op-
Mbl 3aboneBaHus. Mpu MegnenHoTekyled Gopme, Noka camo-
YyBCTBME W COCTOAHWE BOMbHLIX OCTAKTCA XOPOLIUMU, CheLmn-
anbHOro neyeHUs He TpebyeTcA. BONbHbIE [JOMKHBI Me pexe
3—4 pa3 is rog nokasblBaTbCA Bpavy W fenaTb aHanu3 KpoBswu.
3TNM 60MbHLIM AO0/MKHbI ObITh 3anpeleHbl Qu3noTepanesTu-
Ueckoe fIeYEHNE U MHCONALMA.

Mpy nepBbIX NpU3HAKaxX YXyALEeHUs COCTOAHUA B60MbHbIX
(pocT NUM@aTMYecKnUX Y310B, MOBblEHWe NENKOLMTO3a, Tem-
nepatypbl H T. N.) AO/MKHa ObITb HayaTa MNepPBUYHO-CAEPXKU-
Balowas Tepanua. Ee npoBofgaT nelikepaHoMm  (X10p6YyTUH,



Xnopaméyumun, xnopammnHodeH), KOTOPbIA Has3HayalT BHYTPb
no 2—4 mr 3 pasa B feHb. YMeHbLUEHWe NUMPATUYECKUX Y3-
NOB, KOoAuM4yecTBa AMM(OLUTOB U KAUHMYECKOE YayulleHue Ha-
cTynaeT uepe3 2—3 Hef. B pganbHeliwem neiilkepaH fatloT B
noaAepXuBawwmx gosax (2— 1 Mr/cyT) noj KOHTPONEM aHa-
nusa kposu. Mpu GbICTpOoTeKyulel dopme 3aboneBaHuUs Tepa-
nuo nelikepaHom B fo3e 10—15 Mr B AeHb HauyMHaKT cpasy
e KakK TO/bKO NOABAAKTCA MPU3HAKM AKTUBHOIO TeyeHus
60/1€3HN. Y Ny4dlleHne COCTOSAHWS HacTynaeT 4vepe3 2—3 MOL;
nocne 3T0ro 60/bHLIX MepeBOAAT Ha NOALepXuBatolime [03bl
(2—1 mr/cyT). B cnyuyae pethpakTepHOCTH K fielikepaHy MOX-
HO MPUMEHATb KOPOTKME KYpCbl NIeYeHUs NpesHU3010HOM UK
unknoochaHoM. BbiCcTpoe ynydlleHWe COCTOAHUSA 6OJbHbIX
[acT Takxe 06/y4vyeHWe pPeHTreHOBCKUMMU flyvyaMu Cefe3eHKU
nnn Hambonee yBe/IMYEHHbIX AUM@aTuveckux Yysnos. [Mpu
ayTOMMMYHHON remMOnMTUYECKOW aHeMun U TPOMOGOLUTOMEHUU
Heo6X04MMO HaszHauyeHue NpefHU30/1I0HA B [03e 1 MM Ha 1 Kr
Maccbl Tena; CHUXaTb 03y MOXHO TO/bKO MPU YMEHbLIEHWNN
NPU3HAKOB remosiM3a uauM remopparuyeckoro guatesa. MNpu He-
06X04MMOCTU MepennBaTb KPOBb €€ HaAo0 TuiaTeflbHO MOA6uU-
paTb HO Henpsamoit npobe Kym6ca. Ecnu, HeCcMOTps Ha 3Hep-
rMYHOe NeyvyeHWe ropMoHaMu, aHemMus uauM TpoMmbéouuToneHus
NPoL0/MKAET NpOrpeccMpoBaTb, NpuberalT K CNaenaKToMuu.

Ona neyeHWs MHMEKUWOHHbIX OCMOXHEHWA WUCMONb3YIOT
aHTUOMOTUKM LUMPOKOrO CnekTpa AenCcTBUA, BBeLEHWE Y-rno-
6ynuna (s — 12 OOV Yepe3 AeHb), aHTMCTaDMIOKOKKOBOW Mnas-
Mbl (HO 250 M 4yepe3 feHb). bonblwoe 3HavyeHue cnegyeT
npugasaTb NpounakTuke MHQEKLNUA, TaKk Kak OHW MpeacTa.-
NAT OCHOBHYH Yrpo3y XW3HW 60/bHbIX. OT 61aCTHbIX Kpu-
30B, BO3HMKAKLWMWX MWL B TEPMWUHaNbHOW cTaguu, 6GONbHbIE
yMuparT pefko. SleyeHune 61acTHOrO Kpusa aHaNoW4HO fe-
YEHUI0 OCTPOro Neikosa.

MAPAMPOTEMHEMWYECKWE TEMOBJIACTOSbI

Mpu HapanpoTEMHEMUYECKUX TFemMo6/1acTo3ax OMyxXo/eBblil
pOCT NPOWCXOAMT U3 MMMYHOKOMMETENTHLIX KNeToK (mnasma-
TUYECKUX U B-nMMGpOoLNTOB), CUHTEINPYHOLWNX UMMYHOr/10-
6ynuHbl. ONyxoneBble KNEeTKU CUHTE3UPYIOT NaTtonoruyveckunii
6enok — napanpoTenH. [lnasmaTtuyeckme KNeTKU NpeAcTaBs-
NeHbl HECKONbKUMWU KNOHamu (MopghoNornyeckn HeoTAUYUMbI-
MM), KaXAbl M3 KOTOPbIX CNOCOGEH CUHTE3NpPOBaTb MMMYHO-
rnobynuHbl (aHTUTeNa) OAHOW y3KOW cneyuduyHoOCTH.



COOH

Taxenaa uyenb—H

c, COOH
S
Taxenasa yenb-H s
Cun COOH
Nerkaa yenb—L
H N = ° COOH.

Puc. 12. Cxema CTpoeHMA UMMYyHOrnobynuHa.

MMMyHOrnobynuHbl noctpoenbl nNo eauMHon cxeme (puc. 12) m co-
CTOAT W3 4eTblpex MNONUNENTUAHBLIX Lernei, [Be U3 KOTOPbIX UMeKT
60NblIYI0O OTHOCUTENbHYIO MONEKYAPHYO Maccy (MONeKyNsApHbIA Bec)
n HasblBalTCA TaxenbiMu uenamu (H-haevy), a fBe UMeOT MeHbLUYO
OTHOCUTENIbHYIO NN0TNOCTb (YAENbHbIA BeCc) M HasblBATCA SIerKUMU
yenamn (L-light).

BbIAiBNEHO NATb KNaccoB TsXenbixX uenei (y, a, p, 6, e) U asa
Tuna nerkux — x (kanna) u X (nam6ga), uam | n Il Tun. Kaxabli
Knacc TSAXEeNbIX Leneli MOXeT Monapno COeAWHATbLCA C ABYMS ferku-
MU LenaMu OAHOro Tuna. YacTb MOMeKynbl, onpegenstwouias cneum-
(PUYHOCTL MMMYHOrnobynnHa Kak aHTWTena, BapuabenbHa. OHa cocTo-
uT n3 107—114 aMWUHOKMUCNOT; NpW nepemene UX MeCT CNeynPUYHOCTb
MMMYHOr06yniMHa MeHsieTCA, MO3TOMY MHoOroo6bpasve aHTUTEN Heuc-
YNCANMO.

Mo XMMUYeCKON CTPYKType TsXKenblix Leneil U xapakTepy antu-
renHbiX CBOWCTB MMMYHOTrN06YNMHbI AeNsATCA Ha NATb Knaccos (B COOT-
BETCTBMM C MNATbIO KJlaccaMu TsHKenblX Leneii) n 0603HavyalOTCA Kak
TuC, IgA, IgM, IgD, IgE. CopepxaHue uXx B CbIBOPOTKE KPOBMW pas-
nu4yHoe, 6onbwe Bcero 1gG (12 mr/mn), ocTanbHbIX ropasfo MeHbLUe
(cooTBeTCTBEHHO 2—1—0,03 1 0,005 mr/mn). 1gG n IgA cuHTesmpyTCA
nnasmaTMyecKMmMu knetkamu, IgM — numdountamm.

Mo KNeTOYHON MpMHafNeXHOCTU napanpoTeMHeMuyeckue
remo61acto3bl OTHOCATCA K MAa3MouMTOMaM — MUeIoMHas
60ne3Hb (ConMTapHas MAM MHOXeCTBEHHas Muenoma) W NUM-
thobnactomam (MakpornobynuHemuns BanbgeHcTpema).

MatoreHes. CywHOCTb 3a60/1€BaHU  COCTOUT B TOM, 4YTO
NPONCXOAUT upe3MepHoe (OMyXO0/eBOE) pa3BMTHME OAHOr0 U3
K/OHOB MMMYHOKOMMETEHTHbIX KMeTOK, KOTOpble NpoAyuupy-
0T NGO COBEPLUEHHO HOPMasNbHbIi UMMYHOF106YANH, HO OA-
HOPOAHbIA (FTOMOFEHHbI) U B TaKOM KOMMYECTBE, YTO OH Ha-
pywaeT MMMYHHbIA OTBET OpraHuW3ma, NM6O HauymHaeTcs Mpo-



«

OYKUWUS HENPaBUMbHO MOCTPOEHHbIX UMMYHOF106Y/IMHOB “—
HanpuMep, OAHUX TSKENbIX WA OAHWUX fIETKUX Lenein unu fa-
€ OCKO/IKOB Leneii. MaTofornyeckunii CMHTe3 TAXeNbIX U fer-
KUX Leneil 0603HaualdT Kak G0Me3Hb TAXenbix Leneli u 60-
Ne3Hb NIEFKUX Lenei.

MwuenomHasa 6051e3Hb

MwuenomHass 60n1e3Hb HOCUT elle Ha3BaHWe MHOXECTBEHHOM
MWeNoMbl, MW NNasMoOUMTOMbI, MM 60ne3Hn PycTuuKoro —
Kanepa, Mo MMeHN ONMUCaBLLUNX ee YYEHbIX.

MwuenomHaa 60n1e3Hb BCTpeyaeTCs BO BCeM Mupe, C OfiNHA-
KOBOW 4acTOTOW nopa)aeT MYXUYMH U XXEeHLWUH, NPenMyLLecT-
BEHHO B MOXW/IOM Bo3pacTe. 3aboneBaHWe MWeNOMOM B BO3-
pacTte monoxe 30 neT — peaKOCTb.

[MaToreHe3. PaspacTaHue B KOCTHOM MO3re Ma3MOK/eTOY-
HbIX OMYXO0/IEBbIX Y3/10B, 3aMeLLaloL X KOCTHYH TKaHb, COMpo-
BOX/AeTCA HapyLeHWEM COAEpPXXaHUs B KPOBU MMMYHOrnoby-
NINHOB, TaK KaK. HauyunHaeT npeobnagaTb TOT Knacc, KOTOPbIA
BblpabaTbiBaeTCA OMyX0seBbIM KAOHOM. [Mpu MuenomHoin 6o-
ne3Hn 6bIBaeT MNOBbIWEHHbIM ypoBeHb nnu LgG (52%), wan
IgA (26%), wnmn IgD (15%), nnm IgE (7%); 2% cocTas-
NAT HECEKPeTUPYIOLWLNe MUENOMbI.

Mo xapakTepy pacnpocTpaHeHWs paspacTaHuii MUEeNOMHbIX
KNeToK (MeTacTasmpoBaHWA) BbIJENAT CONUTApPHYO  (KOCT-
HYIO M BHEKOCTHYI) U MHOXECTBEHHYIO MN1a3MOLUTOMBI.

KnnHnyeckass KapTuHa. B KAMHWYECKON KapTWHe MMWenom-
Hol 60/M1e3HN Befyllee MeCTO 3aHMMalT CUMNTOMbl MOPaXKeHNS
KOCTeN M ABMIEHUA, CBA3aHHbIe C rMNepnpoTeMHeMue'in, Aucnpo-
TATIITTMMEA M HapyLeHneM MMMYHHbIX (QYHKNWA opraHmsma.
Onyxo/fieBble paspacTaHusa o6pasyloTca B MJOCKUX KOCTAX,
MO3BOHKAaX, KPYMHbIX Tpy6yaTblX,KOCTAX. [MopaXxeHne KOCTU
NpMBOAMT K ee AeCTPYKLUM 1 pa3pexeHunto. YacTto nepsBoii xa-
no6oi 60NbHbIX ABNATIOr60amM B KocTAx (occanrunm), KOTopble
WHOTja HenpasW/IbHO pacLeHMBAlOTCA KakK HeBpanruyeckue
NN pagukKynsipHble.

Mpn peHTreHoN0rMYecKoOM WuccnefoBaHUM ob6Hapy>XusawT
y4YacTKN NpPOCBETNEeHNSA B KOCTAX. OC06eHHO XOpOLOo OHW BUA-
Hbl B 4epene, Ta3oBbIX KOCTAX, pebpax. Hepefko y 60/bHbIX
BO3HUKAOT CMNOHTAHHble MepenomMbl KOCTei. [Npu BOBNeYeHUU
B [ECTPYKTUBHbI/i MPOLECC HEPBHbIX KOPELWKOB BO3HMKAKT
HeBpanruun, napanjernn, HapyweHusa QYHKLUM Tas3oBbIX Op-
raHos.



VHpuAbTpauna MuenoMHbIMW K/ieTKamu BHYTPEHHUX Op-
raHoB 06blYHO 6GbIBaeT He3HAUYUTENbHOMW. YBeNnyeHue cefeseH-
KW He XapaKTepHO ANA MUeNOMHOW 6o0ne3Hu. Mpu aHanusax
KPOBW BbLIABAAIOT aHEMUIO U TEHAEHLMUIO K neiikoneHuwn. Jlei-
KoumTapHasa gopmyna He M3MeHeHa."

Upe3BblYyailHO BaXHbIM ABNSEeTCA CUHAPOM 6enkoBol na-
Tonorun. OH NPOABNAETCA MPeXAe BCEro Pe3kUM YBeNYeHu-
em CO3 (70—90 mm/uy). CopepxaHue obuiero 6enka Kposu
YBENNYEHO, UMeeTca runeprnobynuHemus. Tpu  06bIYHOM
anekTpoopese CbIBOPOTKU KPOBW BbLIABASETCA NPUCYTCTBUE
naTonornyeckoro 6enka — HapanpoTCuHa, JatoLlero nNuK mMex-
oy tpakymamn G u y, Tak HasblBaemMbli M-rpagueHT_  (Mue-
NOMHbIN). OH 06ycnoBneH M3BbITOMHOMW NPOAYKUMENH OAHOrO
13 MMMyHornobynuHos (vawe Bcero 1gG, IgA wAM nerkux
uenei). Mpu anekTpodopese Moy BbiABNAeTCH 6enoK BeHc-
IxoHca (nerkue uenwn). M-rpagveHT u 6enok beHc-[koHca
(cM. HMXe) B Mo4e SBAAKOTCSH NaTOrHOMOHWYHBLIMW MPU3HAaKa-
MW MUENOMHOM 60ne3HN. MOryT 06HapyXuBaTbCA KpUOraoby-
NWHBI, T. €. 6enKkuW, BbiNagalouine B 0CaJ0K NPU MOHUXEHWUU
TemnepaTypbl U pacTBOpsAIOLWMeECH NPU HarpeBaHUK.

KnuHuyeckum npossneHneMm 6efNKOBOW NaTonorum ABns-
I0TCA MUeNoMHas HeponaTus, BTOPUYHAsA runorammarnoby-
NNHEMUWSA, CUHAPOM MOBbLIWEHHOW BA3KOCTM M remopparunye-
CKWNIA CUHAPOM.

MuenomHas Heponatus (napanpoTeMHEMUYECKUid Hed-
po3) npoaBafseTcs ANUTENbHON MPOTEMHYPUER U MOCTENEHHO
pa3BMBalOLLeACs MOYEYHON HefoCTaTOYHOCTbiO. [1pU3HAKOB
He(poTUYecKoro cuHgpoma (0TeKW, rMNOMNPOTENHEMUSA, TUNep-
X0NecTepuHeMna) 4acto He 6biBaeT. [lpuumHamu pas3BUTMA
MUENIOMHON MOYKM cumMTalT peabcopbumio 6enka BeHc-[KOH-
ca, BbiNajeHne B KaHanblax napanpoTenMHa U BO3HWUKHOBEHUE
BHYTPUNOYEYHOTO MUKPOrMapoHedposa.

MaTonornyecknin 6en0K, HasBamnHblil MO UMeHU O06HapPYXMWBLLEro
ero y4yeHoro 6enkom BeHc-[)KoHca, npeAcTaBfisieT co60ii mapanpoTenH,
cBepThiBaKLWMNICA Npu HarpeBaHuuM mouym ao 50—60°C m pacTBopsto-
WKUica nNpu KWNSYeHUU. YCTaHOBEHO, 4TO OH ABASAETCH Nerkumu
uenaMn MMMYHOrnobynnHos; o6HapyxusaeTcd Yy 50—65% 601bHbIX
MUeNIOMHOlM 60ne3Hbl0. VHOrga BbISABASETCA W30/MPOBAHHbLIA MOYeBON
napanpoTtenH, 6e3 M-rpaguenTa.

ApyrumM cumnToMoMm 6eNnKOBOI MaTonorum sBnseTcs amu-
nonpgos (napaamunongos). OTNOXEHWUS amunonga NpoucxoasT
He TO/MbKO B CTPOME Mouek, HO W B cepaue (FyxXoCTb TOHOB,
TaxXWKapAnus, HU3Koe [aBneHue), A3blke (MaKpOrnoccus), Ku-
WEYHMKE, KOXE, CYXOXWNMAX. [Ns pacnosHaBaHUs 3Toro



OCNOXHEHWNS Heobxogmma 6MonNcKMa CAU3UCTLIX  060104eK MK
KOXW C OKpallMBaHWEM Na amunong.

FMnoraMmarfio6yIMHEMHA MPOSABASETCS CUHAPOMOM Hefo-
CTAaTOYHOCTW aHTUTeN — 60/IbHbIE YPe3BblYaHO CKIOHHbI K UH-
(hekumnsm, 0CO6EHHO NEeroYHbIM.

OfHUM U3 pefKUX OCMOXHEHUI ABNAETCA reMopparnveckuii
CUHApPOM. Ero cBA3bIBAOT C MeXaHW4YeCKMM BO3feiicTBMEM nNa-
TONOrn4yecknx 6enKoB Ha TPOMOOUWUTHI («OKYTbiBaHWE» TPOM-
60UMTOB, NPEnATCTBYIOLLEE BbLIXOAY TpOMOOLMTApMbIX (aKTo-
pOB CBEPTbIBaHMA) W C MOBbLIWEHHOM BA3KOCTbIO KpoBM (06pa-
30BaHWe arperatoB MMMYHOT/106Y/NHOB).

B TepMWHanbHON CTaguu, OCOBEHHO NpWU HaNU4YMKM MOYeY-
HON HefOCTaTOUYHOCTM, MOXET pasBUTbCA runepkanbLueMuye-
CKWUIA CUHAPOM. Y 60/MbHbIX BO3HUKaOT MbIlleYyHas pUrua-
HOCTb, runeppegIeKcns, COHAMBOCTb, NOTEPS OpUeHTaLuK, Co-
NMopo3Hoe coCTosiHMe. [MOBbILEHWE YPOBHS KalbLUsi CBA3AHO C
MUEeSIOMUbLIM OCTEO0/IM30M, YCUAMWBAKOLWMMCAS NPU AAUTENbHOM
HEenoABMXXHOM MOMIOXKEHUWU B NOCTENN.

TeyeHne 60M€3HU MefNeHHOe, MOCTEMEHHO Mporpeccupyto-
wee. ANNTeNbHOCTb XW3HW OT YCTaHOBMIEHUA AMarHosa 06bly-
HO cocTaBnsieT 2—7 neT, uHorga 6onblie. CMepThb Yalie BCEro
HacTynaeT OT ypeMWUW, aHEMUU, WHPEKLUOHHbLIX OCMOXHEHUNA.

[vnarHo3 MrenoMHoi 6onesHn He Bcerga npocT. O Heit cne-
oyeT AyMaTb B cliyyasix, Korga 60/bHble XanywTcs na 6onu B
KOCTAX UAn 601M paguKyIuTNOro xapakTepa, couyeTalLmecs c
noxyfaHnem, cnabocTblo, NMXOPaLKOW, 3HAUYMTENbHbIM YBeu-
yeHnem CO3.

[varHos nofgkpennserca HaxoXeHWeM W3MEHEHWW B KOcC-
TAX MPU peHTreHorpaum U BbiBAEHWEM MapanpoTCUHCMUMN U
6enka beHc-[pxoHca B Moye. [1py MYHKUUM KOCTHOro MoO3ra
Haxo4AT YBENMYEHHOE KONMYECTBO MAa3MaTUUYeCcKUX KMeToK U
nnasmo6nactos, ux atunnsm (puc. 13).

Heobxoaum auddepeHumanbHbIi AnarHo3 ot Apyrux 3no-
KayeCTBEHHbIX 3abo0seBaHWUii, KonnareHo30B, renaTuTOB.

JleyeHne 60MbMNbIX MWEOMHON 60M€3HbLI0 3aK/1l04YaeTca B
Ha3HayeHWM UMTOCTAaTUUYECKOW W TFOPMOHaNbHOW Tepanuu,
nnasmadepesa 414 AMKBUAALWW MOBLILEHMNONW BA3KOCTU, TU-
nepkanbLuMeMun U a3oTeMun, aHTUBaKTepuasbHON Tepanuwm,
OpTOMeAMYeckoro fnevyenus u nevyebHol (U3KYNbTYPbI.

LinTocTaTuyeckoe neyvyeHwe NPOBOAAT XMmMuonpenapatamu
n obnyyeHnem. XUMUOTEpPanuMi0 MOXHO OCYLecTBAATbL Masbl-
MW, YMEPEHHbIMU U BbICOKMMW [03amu. Yalie BCero nevyeHue
HaYMHaKT C Ky'pCOBOrO0 MPUMEHEHWUS YMEpPeHHbIX [03 CapKo-
Nnu3nHa unu uuknogpocdaHa B covyeTaHUM C MNPeSHU30NOHOM.



Puc. 13. KOCTHbIA MO3r npu MuenomMHoii 60ne3Hu.



Cxema neyeHusa: capkonusmH 10 Mr BHYTPb eXefHeBHO (MK
yepe3 f€Hb); Hepobon 10 MI BHYTPb €XeAHEBHO; NpPeaHM30-
NoH 10—20 Mr BHYTpb eXefHeBHO. BmMecTo capKosn3Ha B 3TOM
coYeTaHMM MOXHO NPUMeHATb uuknodocgaH no 400 Mr BHy-
TPWBEHHO UAWN BHYTPUMbILIEYHO eXefHeBHO. CxeMy HasHavawT
Ha 20—30 pgHei, 3aTem nNpoBOAAT MOAAEPXKMBalOLW YO Tepa-
Nunt: CapKoM3nMH 10 Mr \ pa3 B 5— 10 gHeil (uam yuknogoc-
thaH no 400 mr), NpeAHM30M0H 1 Hepobon no 10 Mr B TeyeHue
10 gHel kaxporo mecsaua. MopgepXusaroliee neyeHMe NpoBO-
0AT 0O NOSABNEHWS MPU3HAKOB MNpOrpeccupoBaHus  60M1e3Hu,
Korfa BHOBb TpebyeTcH NpPUMEHeHWe OLHON W3 CXEM.

AP (heKTMBHOCTb CapKoNM3nHa U LuknogochaHa npuMepno
OfMHAKOBA; NPW MNOYEYHOW HefOCTAaTOMHOCTM Ayulle Ha3Ha-
yaTb yuknodocdaH, Npyu NopaxeHWn nevyeHn 6onee GesonaceH
CapKOJIN3MNH.

Mpu Heap(heKTUBHOCTM 3TOM CXeMbl MPOBOAAT MpepbIBUC-
TYI0 Tepanuio BbICOKMMU f03aMU (CApKOAM3MH 10 MF/M2, npeg-
HM30M0H 60 mr/m2, HatynaH 150 Mr/mMz BHYTpb B TeueHue
9 fHeii c nepepblBOM B 6 Hef). CyLWecTBYIOT U APYyrue CXembl,
BK/lOYalOLWMe BUNKPHCTUH, Menodanan u ap.

[MOCTOAHHYIO Tepanui ManbiMW f03aMu, HanpuMep capKo-
nm3uH no 0,04 mr/kr mam ymknodochaH no 1—2 Mr/kr exe-
[LHEBHO BHYTpPb, Ha3Ha4alOT B OCHOBHOM 60/IbHbIM CTap4eckKoro
BO3pacTa, a TakXe MpW NpPOBeAEeHUN Ny4eBOW Tepanuu na oT-
fenbHble OMYXONeBble Yy3Mbl U HaNW4MKM MPOTUBOMOKA3aHUMA K
NPUMEHEHNIO TOPMOHaNbHbLIX MpenapaTos. [pu cuHApoMe Mo-
BbILUEHHOW BA3KOCTW NpPOBOAAT nnasmadepes (M3BneyeHue
500—1000 mn KpoBM C nocnefylouiMMm BO3BpaTOM 3pUTPOLLM-
TOB) .

Mpy MHAOEKLMOHHBIX OCMIOXHEHUAX MPUMEHAT aHTU6UO-
TUKW U 6onblwimne fo3bl v-rnobynuHa (0,1 r/kr). B komnnaekc
nevyebHbIX MepoONpUATUIA [OMXKHA BXOAUTb nevyebHas HU3Kyb-
Typa. BOMbHLIM KakK MOXHO AONblle CneAyeT BeCTU aKTUBHbIN
ob6pas XusHu.

MakKpornobynmHemMmus BanbaeHcTpema

Makpornobynunemus BanbgeHcTpema npefcraBnseT coboi na-
panpoTeMHeMUYecKunii remo61actos, Npu KOTOPOM MPOUCXOAUT
nponundgepauma B cuctemMe NMMQPOLUTOB, NPOAYLUPYIOWUX UM-
MyHOrnobynuH M. B Hopme OH cocTaBnseT He 6onee 10% Bcex
UMMYHOTNobynuHoB, npu 6onesHn BanbgeHctpema — Ao 60%.



3aboneBaHue BCTpevaeTcs pefko; 6ONelOT fvua NOXMIOro BO3-
pacTa.

KnunHunueckass kapTuHa 60ne3HU BanbaeHcTpema Manoxa-
pakTepHa. BonbHbIX 6ecnoK0AT ¢nabocTb, KPOBOTOUMBOCTbL [e-
CeH, HOCOBble KpoBOTeueHMA. MNpu uccnegosaHnn o6Hapy>xxmBa-
10T BbiCOKY0 CO3, aHemMuto. YnUCNo NeAKOLUTOB CHUXKEHO MK
HOpMa/bHOe, NenKouMTo3 BCTpeyaeTcs pefko. B nelikoumTap-
Holi popmyne — nUMAO- U MOHOLMUTOS.

NumdaTtnyeckme y3nbl, MevyeHb U CeNe3eHKa YBENUYEHbI.
MopaxeHns KocTell HabnpgawTcs peako. XapaKTepHbl U3Me-
HEHUS TN1a3HOT0 AHa: MeNKMe KPOBOWU3NUAHUS, U3BUTOCTb BEH,
MX NepeTsaXKU, OTNOXEHME MO XOA4Yy COCYA0B GeNKOBbIX Macc B
Buae 6enoBaTbiX OGYropkoB. dTW M3MEHEHUS MOAY4YMIU Ha3Ba-
HVMe MapanpoTEMHEMUYECKON peTUHONaTUM.

CopepxaHune obLiero 6enka B CbIBOPOTKE KPOBU YBEUYEHO
3a cyeT rnobynMHoB. JnekTpodope3 BbIBASET M-rpagueHt
Mexay p- v 7-tpakymamu. C MOMOWbK ynbTpaueHTpudyrn-
pOBaHMUA ONpefensoT pe3Ko YBE/IMYEHHOE COfEepXaHue MaKpo-
rNo6ynnHOB. VX MOXHO BbISIBUTb M NpW MOMOLLM MPOCTON Npo-
6bl C AUCTUNNNPOBAHHON BOAOA (Tak HasbiBaeMblli TecT Cua).
[na atoro kannaw CbIBOPOTKM 60MLHOrO ONyCcKawT B AUCTUN-
NMPOBAHHY BOAY (10 MI); Ceilyac e ob6pasyeTca MOMYyTHe-
Hve. MakpornobynuHbl BbiNagatT B AUCTUNIMPOBAHHOW BoAe
B 0Cajj0K, B TO BpeMs Kak B CONIeBbIX pacTBopax (fJaxe O4YeHb
cnabblX) OHW pacTBOpAOTCA.

Bonblloe KONMYECTBO MakKpornobynuMHOB B KPOBU cO3faeT
rMNepBMUCKO3HYIO Liepebponatnio: 3ameaseHne KpoBOTOKa, CTa-
3bl B MENKUX COCYfax Bbl3blBAKT CU/IbHbIE FON0BHbIE 60K, 3a-
rPY>XEHHOCTb BMIOTbL /0 LepebpanbHO KOMbI.

MakpornobynnHemMums COMPOBOXAAETCA BblpaXKEHHbIM re-
MOpparnyecknuM CUHAPOMOM, CBSi3aHHbIM C Tpomb603amu, cTa-
30M B MENKMX COCyAaxX U HapyleHuem o6pa3oBaHUs TpoM6O-
HNacTUHa BCNeACTBME «06BONAKMBaHWA» TPOMOOLMTOB MaKpo-
rnobynnHamu.

Moyky nopaxarTca No TMNY napanpoTeMHEMUYECKOR Hed-
ponatuu. B no3gHein ctaguu 60ne3HU pas3BMBaAeTCA amuioMgo3s
BHYTPEHHWNX OPraHoB.

TeueHne 60M€3HU MOXET ObITb TAXKE/bIM, C eTafbHbIM UC-
XO[IOM Yepe3 1— 2 roja, HO BCTpevyaeTcs M A06poKayecTBeHHaS
opma, nNpu KOTOpoi 60MbHblE XMBYT 15—20 ner.

JleyeHune 60ne3Hn BanbpeHcTpeMa NPOBOAAT KOMMJ/EKCHO:
uMTOCTaTMUECKas Tepanus C Lenbl NojaBfeHns NUMAOUAHON
nponudepaymn (neikepaH, unknogochaH, peHTreHoTepanus),
6opbba C aHeMueil H KPOBOTOYMBOCTbIO, HasHayeHue 06Lle-



yKpennawuwmx cpeacts. MNMpu KpoBOTOUMBOCTU M FTMNEPBUCKO3-

HOI LepebponaTwWT Xopolwmne pe3ynbTaThl faeT nnasmapepes —

ygnanenne 600—1000 mn nniasmbl 2 —3 pasa B Hejesnto.
MporHo3 npu aTom 3ab6oneBaHWN He6GNAronpuUATHBINA.

FTEEMATOCAPKOMBI

NMNM®OrPAHYJIEMATO3 (BOME3Hb XOOXKKWMA)

NumdorpaHynemartos, UM 310KaYECTBEHHYIO TFpaHynemy, Ha-
3bIBalOT BO MHOFMX CTpaHax 60/e3Hbl0 XOAKKMHA MO UMEHN
aHTrINIACKOro y4eHOoro, BrnepBble OMMUCaBLIEro 3TO 3aboneBaHue.

ATnonoruss M nartoreHe3 60/7e3HN HEW3BECTHbI. [lepBOHa-
YaNibHO ee CBfA3bIBaAU C MUKObGakTepueli Tybepkynesa unm apy-
FMMW, B YaCTHOCTU BUPYCHbIMM, BO3OYAMUTEN MU, HO 3TO Mpej-
CTaBfIeHWEe He MOMYyYn/I0 HAYYHOTro MoATBepXAeHna. B HacTos-
wee BpemMa AuMGOrpaHyneMaro3 OTHOCAT K  OMyXOnsM.
OCHOBHOI Mopdonornyecknii cyoctpar 6onesnu cocTtaBasieT
cneuugunyeckas rpaHynema, Kotopas O6bIYHO BO3HMKAeT B
AMM(ATMYECKUX Y3/1aX, HO MOXET pa3BMBAaThHCA M BO BHYTPEH-
HUX OpraHax, uvalie Bcero B ceneseHke. CyllecTBYKOT uYeTbipe
FMCTONIOTMYECKUX BapuaHTa rpaHynembl Xo4KKuHa (numgo-
rMCTUOLMTAPHbLIA BapuaHT, NOAYNAPHbIA CKAEpo3, CMELIaHHO-
KNETOYHbIA BapnaHT, NUMKBOMNAHOE UCTOLLEHWE), HO MPK NOGOM
M3 HUX Cpefu KNeTOUYHbIX paspacTaHWii AO/KHbI 6bITb rMranT-
CKMe aTUNUYHble KEeTKW, HOCSlMe Ha3BaHWe KNeToK bepe-
30Bckoro— L tepH6epra (puc. 14).

BONbWWHCTBO MOP(ONOrOB CUMTAKOT 3TU BapuaHThl CTaAus-
MW pa3BMTMUA NaTONOTMYECKOro npotecca oT AMM(onManoro npe-
o6nagaHna go nuMmd@omanoro uctoweHnsa. B nonb3y atoro ceu-
LeTenbCTBYeT W3MEHEHWe TUCTON0rUYECKOW KapTWUHbI  mpn
MOBTOPHbLIX GMONCUAX, a TaKXe pasnas CTerneHb 3/10Ka4YeCTBEH-
HoCTU 60/1e3HN — 60nee OO6POKAYeCTBEHHOE MNPU MEPBbIX ABYX
BapMaHTax W 3/0KayecTBennoe npn nocfefHuUx, oco6eHHO npn
NMM@OULHOM UCTOLLEHUN.

[o cux mop He yCTaHOBMEHO, KakKasi KneTka M3 BXOAALLMX
B COCTaB rpaHy/fieMbl SiBASEeTCA HOCMTeneM 61acTOMaTo3HOro
pocta. Cneuunguyeckne rMraHTCKue Knetkm bepe3oBckoro —
LTepHb6epra He MOryT 6bITb UCTOYHWKOM OMYXOAM, TaK Kak
OHW HecnocobHbl K feneHuto. lMpegnonaratoT, 4To NUMGorpa-
HynemaTo3 SIBASeTCS OMyXO/Mbi0 M3 TMCTUMOLMTOB. B HUX 06Ha-
PY>XeHbl NOAWUMIOUANA U HAPYLUEHWS XPOMOCOMHOro Habopa B



Puc. 14. NumdorpaHynemaTtos. [yHKTax AUMGaTUYeCcKOro yana.



17—18-i1 nape — TaK Ha3blBaemMas MenbbypHCKas XpOMOCOMa.
NTumthorpaHynemaros BO3HWKaeT YHULEHTPUYECKM (B OLHOM
MecTe) W MeTacTasupyeT C M3BECTHON 3aKOHOMEPHOCTbLIO:
HanpuMmep, cHavyana nopaxarTcs WelHble y3/bl CnpaBa, 3aTeM
cnesa, NOAKPbINbLOBbIE (MOAMBILIEYHbIE) CMpaBa, MOAKPbIIb-
uoBble cnesa u T. 4. lNpu ocTpom TeyeHun 60N1e€3HU MeTacTa-
3MpoBaHMe MAeT M N0 AuM@paTnyeckKum MyTaMm, W remarto-
FeHHO.

NTumorpaHynemato3 BCTpeyaeTcsa B pasHbIX BO3PacTHbIX
rpynnax, HO yauie BCero cpegu nuy B BO3pacte oT 15 Ao
30 ner.

KnnHunyeckaa kapTuHa oTauyaetcq 60/bWwMM pasHoobpa-
3MeM W CKNajblBaeTCcad U3 MNOpPaxXeHUsa num@aTnyecknx y3nos u
BHYTPEHHWUX OPraHoB, a TakXXe Han4yna UIN orcyrcteua OOTTLUX
CUMMTOMOB WHTOKCUKauuu. O6bl4HO 3aboneBaHuMe HauyuHaeTcs
c yBenmUéwrin kako™awo6o rpynnbel AumdaTnyecknx ys3nos, Ya-
e BCero LWeHbIX, C O4HOW nAM ABYyX CTOPOH. CHauyana y3nsl
NOABWMXHbI, 6e3601e3HEHHbIE, He cnasHbl""Mexay coboi, pas-
MEpP MX OT TFOpoOWWHbI A0 anefbcuHa. locTeneHHO B npouecc
BOB/iEKalOTCA Apyruve rpynnbl y3nos, 00bl4HO cocefHue (Hag-
KMHOUYNYHbIE, MOKPbINbLOBbLIE, NoATrenTopanb'w3e, MeguacTu-
HanbHble). 3aTeM MpPoLEecc MOXET ONyCTUTbLCA Mof Auadparmy,
nopaxas 3abplolWWHHbIE U NaxoBble AUMMATUYECKUE Y3/bl.
MHorga e [JAuTeNbHO MOPaXEHHOW 0CTaeTca NUWb OAHA
rpynna ysnos. B pganbHeliwem nuMm@atnyeckne y3nbl CTaHo-
BATCA MNOTHbIMM, CNMBAKOTCA MeHagy co60i, 0fHAKO cnasHue
C KOXei, HEKPO3bl U CBULLM HabNoaalTCca KpaliHe peako.

MopaxeHne BHYTPEHHUX OpPraHoB MOXET 6biTb 06Hapyxe-
Mo npu nokanusaymm np6!dhccH"BTTOTITpyw 5e y3noB; nHorga
OHO flaxxe NpejaLlecTByeT UX YBeNMYEHUIO. BO3HUKAOT UHUb-
TpaTbl B NErKUX, BbINOT B NAEBpPasibHOW MONOCTM, YBeIUYeHue
CeNe3eHKN W MeyvYeHu; XEeNnyAaouyHO-KULIEeYHbI TpakT U Moue-
nosioBas CUCTEMa BOBJIEKAIOTCH PeXxe.

Mo cTenmeHW pacnpocTpaHeHHOCTM npouecca (reHepanusa-
uumn) numorpaHynemMaTos LefiaT Ha YeTbipe cTaguun. 3Ta Knac-
cupurkauma npuHaTa B 1965 r. n ABnseTca cTporo o6s3aTenb-
HOWM, Tak Kak onpejensieT TaKTUKY neyeHus. BobigeneHsl crne-
gyroowme ctagum 60nesHu:

| — nopaxeHue NMM@aTu4yeckux y3noB OAHOW MU ABYX
CMEeXHbIX 06nacTei;

Il — nopaxeHue NO6LIX Tpynn NUMEpaTUYECKMX Y3/10B MO
04HY CTOPOHY Aunagparmbl (Bbie WUAN HUXKE);

Il — nopaxeHne NUM@paTUYECKUX Y3/10B, PaCcnoOXeH-
HbIX MO 06e CTOPOHbLI Anagparmbl, U CENE3EHKHU;



IV — nopaxeHue, Kpome numM@aTUYeCKUX Y3N0B, BHYTPEH-
HUX OpraHoB, MATKMUX TKaHen, KOXW.

I n Il ctagum — nokannsoBaHHble opmsbl, 111 n IV — re-
Hepasn3oBaHHbIE.

Mpu no6Goin cTagun 3abonesaHMs MOryT 6bITb 06LIME CUMN-
TOMbl WMHTOKCUKAaLWUW: NMXOpajKa CaMoro pasiMyHoro, Hepeg-
KO BO/IHOO6pPa3HOro xapakTepa, 06WUAbHbIE HOYHbIE NOThbI, KOX-
HbI 3yA, noxygaHue, o6waa cnaboctb. OTCYTCTBME MPU3HAKOB
MHTOKCMKaLuUM 0603HavaloT 6ykBoi JI, Hanuume — 6ykBoli B
(Hanpumep, ctagua A, WB wn 1. 4.).

B aHanmsax KpoBW ANna nuMgorpaHynemMarosa XapakKTepHbl
HEeNTPOPHNbHbLIA NeAKOLUTO3 (10-103—20-103 B 1 MK/) U TeH-
JeHUMA K numdonew i, MOHOLMNTO3, HO MHOrA4a 3TUX NpuU3Ha-
KOB He OblBaeT.

NumpounTos nckvaeT anarHos 6onesHn XogKKUHa.

Mpnmepnbili anann3 Kposu: 3p. 3,2+10e, Hb 95 r/n, uB. nokasa-
Tenb 0,9, Tpombou. 3,8-105 n. 12,5¢103 6. 2%, 3. 6%, n. 10%, c. 64%,
M. 8%, mon. 10%; CO3 60 mMMm/u.

CofepxaHue 3puTpPOLUTOB U remornobuHa npu fobpokaye-
CTBEHHOM TEYEHWU MOXET OblTb HOPMasbHbIM; MPU NPU3HAKAX
WHTOKCMKALMN U BOB/IEYEHUW B MPOLLECC BHYTPEHHUX OPraHos
pasBuBaeTCsa rmnoxpomnas aHemus. Moryt BO3HMKaTb U remo-
NNTUYECKME KPU3bl CO BCEMW CMMNTOMAaMu TreMONUTUYECKON
aHemuu.

PaHHMMMW nabopaTopHbIMKU MpU3HaKaMu MHTOKCMKAaLUWN $iB-
naTCca peskoe ysennyeHue CO3, MNoBbIWEHWE COAEPXaHWUA
thnbpuHoreHa, a*-rnobynuHa u rantornobumHa.

TeyeHne num@orpaHynemarosa oTinyaeTcs 60/bWIMM pas-
Hoob6pasuem. Yauie Bcero 60/e3Hb TeyeT BOMIHOOGPa3HO, C pe-
MUCCUAMN U 060CTPEHMAMU; NOCNefHNe BO3HUKAIOT MpU BOBJe-
YEeHWW B MPOLECC HOBbLIX Tpynn NMMpaTuyeckux y3/oB uu
BHYTPEHHUX oOpraHos. [lpy nosBNEHUN MPU3HAKOB reHepanun-
3aUumM MAN UHTOKCUKaLWUKM TevyeHWe 6OMe3HWM CTaHOBMTCA ObICT-
ponporpeccupytolwmnm. Ecnm 3abonesaHne HauyuMHaeTcsa ¢ nopa-
XXE€HUS BHYTPEHHUX OPraHoB W BbIPaXEHHbIX ABMAEHWIA WHTOK-
cuKauuun, LNTENbHOCTb ero pefKo NpesbilWaeT rof; rucroso-
rMyeckn 06HapyXMBAKOT CMELIAHHO-KNEeTOYHbIA BapuaHT K
numpongHoe uctoweHue. Tpu nokanbHbiXx ¢opmax (1A n
I1A) N CNOKOMHOM TFUCTONOrMYECKOM BapuaHTe (numdoungHoe
npeobnagaHue WA HOAYNAPHbIA cknepo3) 60/1e3Hb TeyeT Anu-
TenbHo (5—15 feT) M XOpoLwo NOAJAAETCSA COBPEMEHHBbIM MeTo-
Jam Tepanuu BMNAOTb A0 MOJSIHOTO WU3J/IeYeHuns.



[dnarHos numdorpaHynemarosa Henerok B CBA3N C 60/b-
MM MHOroo6pasmem KAMHWYECKUX MPOSBMEHWA U BapuaHTOB
TeueHUs 60Ne3HN.

Mpu GecnpuynMHHOW Nuxopagke, NUm@ageHonaTumn, yBenu-
YeHUN cene3eHKU W neyeHu, nosbiweHun COD U HEHTPOPU/b-
HOM nelikoumnTo3e o6s3aTeNibHa Guoncusa NMMMaTUYECKOro ysna
(Henb3a 3ameHATb ee NyHKUuel). Mpu GUMONCMM OYEHb BaXKHO
M3roTOBNEHWE UMTONMOrMYeckoro npenapata (oTneyaTtku co
CBEXero paspesa y3na), Tak Kak npu ¢gukcaumu Ansa rucrtono-
rMYecKoro WMCCnefoBaHUA BUL KNETOK MOXET MeHATbCHA, 4TO
BefleT K HenpaBWU/IbHOMY [MarHosy.

Crefyrolwmnmy atanamy NOATBEPXAEHWUA AMArHO3a W onpe-
[efieHns CTeneHW reHepanusauum HABNAKTCA PEHTreHOTOMO-
rpadgua nerkux, numdorpagpus (KoOHTpacTHas wan paguomnso-
TOHHas). B TpyAHbIX cnydasx Heob6X0AMMO MATU Ha LMarHo-
CTUYECKYH NanipoTOMUIO U CNNEHIKTOMUIO.

JleyeHue. B HacTodllee BpeMa MPUMEHAKT ABe Mnporpam-
Mbl Tepanuu nuM@orpaHynemarosa: paguKanbHYl, paccuu-
TaHHYI0 Ha MO/IHOE YHWUTOXEHMe NaTofiorMYecKnXx KIeTok, u
nannaTUBHYO, UMEIOLWYIO Lenblo AOO6UTLCA PEMUCCUMU U Kak
MOXHO [0/iblle MOAJEP>XKUBATL ee.

PagukanbHyto nporpammy npumeHatoT npu 1A n IIA cTa-
anax 6onesHun. Noka MMeeTCA NOKaNbHOE MOpPaXeHuwe paxe
HECKONMbKMUX rpynn AumdaTUyHecKUX Y3/70B, MpoLecc MOXeT
6bITb MOMAHOCTLIO NMKBUAMPOBAH. O6ayYaloT WKUPOKME MNONS,
BK/IIOUaKOLWMe MOopaxeHHble U COCeAHWE TPynnbl Y3/0B, a Tak-
Xe nyTu numgooTToka. Ob6aydeHWe [alOT He TOMbKO Ha ouvar
601e3HU, HO M Ha MecTa BO3MOXHOro MeTacrasmpoBaHHA. [lo3a
o6nyuyeHns coctaBnsier or 3500 po 0000 pag. [pumeHsAwT
XKECTKOe ramma-obayyeHue ¢ XOpolUeid cucTemon 3awutsl. fle-
YeHWe MOBTOPAKT yYepe3 Mecsl, B MOSHON WAM MOSIOBUHHOW A0-
3e. Pemuccun npu atux popmax He TpebyloT nofjepXxuBatoLLe-
ro neyveHuns.

Mpu 111 n IV cTaguax 60ne3HU nevyeHne NPoBOASAT MO Nan-
NNaTUBHOW nporpamMme, BKAKOYalOUeld NOAUXMMUOTEPANUD U
06/1yyYeHne HeKoTopbliX o4aroB. O6LLaf cxema SeYeHUs COCTOUT
B MHAOYKUUW PEMUCCUU — 6 LMKIOB nofMxumuoTepanum (no
Kakoli-nn6o n3 anpobupoBaHHbIX CXEM), KOHCONMAaLUN pemMuc-
CUN — C MOMOLLbI0 pagMKanbHON NyyeBoli Tepanuu, N noagep-
XuBalwLein Tepanuu.

MpeanoXxeHo HeCKONbKO KOMOMHaLMIA pas3nnMuHbIX npenapa-
ToB. Hamnyywwum yHTOCTaTMKOM, farowum go 70% pemuccuit,
ABNsAeTCA HaTynaH (nNpokap6asuH). MpUMEHSAIOT TakKXe LUUK-
nogocthaH, myctapren (aM6uUxmH), rpynny 6apBuHKa (BUH-



KPWUCTUH U BUHOGNACTUH) U HUTPO3OMETUIMOYEBUHY. MpPOTMBO-

ONyx0fieBble  aHTUBUOTUKM — OPYHEOMULMUH, agpuamuuumH,
61eOMULUNH — 3DPEKTUBHBLI NPU NEroYHOW nokanmsaunum npo-
Lecca.

MpUMeHAT pasnnMyHble KOMOGUHaLWUKU npenapaToB, Hanpwu-
Mep C/efyloLyio:

BUHO6MACTUH 6 Mr/M2 BHYTPUBEHHO B 1-1 U 8

unknogoctaH GO0 mMr/M2 BHYTPMBEHHO Ha 2

Kypca

6pyHeoMuuUnH 200 MKIr BHYTPUBEHHO Ha 2, 5, 8 U 13-ii AeHb

Kypca

npefHN3010H 40 Mr/M2 BHYTPb €XefLHEeBHO.

Mpofo/MKNTENBHOCTL Kypca 2 Hef, NepepbiB 2 Hed, 4YMCNO
KypcoB oT 4 [0 5; 3Ta cxema gaet fo 80% pemuccuil.

MoafepXMBaloLWyO Tepanuio NpoBOAAT MO TOW Xe (unwu
Lpyroil) cxeme 4 pasa B TeyeHMe MepBOro roja, 3 pasa B Teue-
Hue 2-ro roga u 2 pasa B TeyeHue 3-ro roga. ¥ 60/bHbIX ¢ 116
n A cTagnsmu o6a3aTeNlbHO MPOBOAAT UM MNOAUXMMMOTEpa-
nuo, n 06nyveHne No pagukanbHOn nporpamme. B nwo6oil cTa-
AU 60Me3HN Npyu ManeiWwnx NMpu3Hakax UHTOKcMKauuu obssa-
Te/IbHO MCMNO/Ib30BaHMe XMMUOTepanuu.

B HacTosllee BpPeMSA HYXHO MOMHWTb, YTO Nepef HasHa-
YeHMeM fneyvyeHUs Heob6X0AUMO BbINOMHATL chnegykouine Tpe6o-
BaHWA: NpuU MNOLO3PEHUU Ha NumOorpaHynemaros AMarHos
[OMKeH 6biTb NOATBEPSAeAEH TMCTONOrMYECKN; CTagma npouecca
LONXKHa 6biTb YTOYUHEHA C MOMOLWbLID BCEX CYLLECTBYHOLWUX
MeTO40B (BO3MOXHO, B CMeLManu3MpoBaHHbIX OTAeNeHUsx),
neyeHne AOMKHO MPOBOAUTLCA KBaNU(PUUMPOBAHHO M Ha4vaTo
KaK MOXHO paHblle.

Mpyn 3Tux ycnoBmax 60NbHbIE C JIOKANbHbIMKU  hopMamu
MOTYT 6bITb U3/1€YEHBI, & NPU FeHepannM30BaHHbIX opmMax Temn
pa3BuTMA 60Me3HU 3HAUYMTENbHO 3aMepnseTcs.

-in
-

METMM®OIrPAHYNEMATOS3HbLIE (HEXOOXXKWHCKWME)
NNM®OMblI

Nnumgocapkoma

Niumdocapkoma — 310KavyecTBeHHOe 3abosnesBaHue, mopdoso-
rMyecKMM cy6CcTpaTOM KOTOPOro ABAAKTCA AuM@atnveckue
371eMeHTbl. B 3aBMCUMOCTU OT CTEMEHW UX 3PefocTu pasnuya-
0T AMM$PO6NaCTHYO WU numdouMTapHy0 num@ocapkomy. Jlum-



(hocapKoMbl COCTaBASKOT OKONO 20 % onyxoned NUM(ONAHON
TKaHW, BCTpevarTcs B M060M Bo3pacTe. MyxXuuHbl 6oneoT
yalle >KEHLLMH.

KnnHunyeckaa kapTuHa. 3aboneBaHue 06bIYHO Ha4YMHaeTCH
C YBENMYEHUsA OLHON U3 rpynn AumdaTtuyecknx ysnos (vauie
WelHbIX). Y3Mbl 0Yenb NAOTHble, MOFyT ObICTPO AOCTMraThb
60/1bLLIONM BENNYMHBI, CNasHbl MeXAy C060i U C OKpyXawuwn-
MW TKaHAMU. Tpy 6bICTPOM POCTE Y3/10B BO3ZHUKAOT CUMNTOMbI
chAaBneHns 6ausnexawiux OpraHoB: YBeUYeHUe nuMdaTmye-
CKMX Y3/10B CPeAOCTEHNS Bbi3biBAET yAyLlbe, paspacTaHue num-
(haTMyeckMx y3noB OPIOLIHON NOMOCTM CONPOBOXAAeTCA Hapy-
WEeHNEM (PYHKLUMW XeNyAoYHO-KMLWIEYHOro TpakTa; MOryT mno-
ABUTbCA XeNnTyxa (chaBnenue BOPOT MEYEHWU), acuuT.

CeneseHka yBenn4yeHa; 0C06eHHO 60nblwiasg M NAOTHas OHa
ObIBaeT NpU OrpaHUYeHHON NUMQOCapKOMe Cene3eHKMU.

NiumpocapkoMHble pa3pacTaHWs MOFYT BO3HWUKAaTb B MUH-
JanuHax, Xenyfke, KULWEYHWKE U APYrMX BHYTPEHHUX Opra-
Hax. BbicTpoe paspacTaHue NuMMGpaTUYecKMX Y3710B U NUMGO-
MAHOW TKaHW BHYTPEHHWX OPraHoB Habnwfaetca npu Aucce-
MWHMPOBaHHOM npouecce (NMm@ocapkomaTose).

MoBbiWeHMe TeMmnepaTypbl, MOTAUBOCTL W Apyrue obuue
CMMNTOMbI 06bIYHO HabnwfalTcs MpU  reHepann3oBaHHbIX
(hopmMax B TepMUHaNbHOW CTaguu. AHanm3 KPOBU He BbIsiIBASA-
€T HWYEro XapakTepHOro: MOXeT 6biTb YMEPEeHHbIA nelkouu-
T03, NuMdounTo3. Muenorpamma B Hayane 3aboneBaHus 6e3s
OTKNOHEHU OT HopMmbl. Bonee mHopmaTuBHa TpemaHobuon-
cusi, BbISIBAAKOLWAA o4yarn AUMGOUAHON nponudepaLnu.

B TepMMHanbHOW CTaguu B MpPOLECC BOB/IEKAETCS KOCTHbII
Mo3r. HacTynaeT nelikemusauusa npouecca, NpuyeMm nNpu M-
hobnacTHON NUMGocapkomMe nepudgepuyeckass KpoBb HanoMu-
HaeT OCTPbIA NMM(OO6NACTHBIN Neitko3, Npu NMMGpOoLNTaAPHON —
XPOHUYecKnii numdoneinkos. MoaBnAOTCA aHeMMUs, Tpomboun-
ToneHusa, ysennymsaetrca CO3.

[vnarHo3 numdocapkomMbl MNOATBEPXAAETCA TFUCTONOrMYe-
CKWUM, LUWTONOTMYECKUM W TUCTOXMMMUYECKUM UCCMef0BaHUeEM
6nonTtata NMMMEAaTUYECKOro y3na WaN Cene3eHKH.

Mpy peHTreHoNOorMYeCcKOM McCnefoBaHUN BbISBASOTCA YBe-
NNMYeHne NUMGpaTUYecKMX y3/10B CPefOCTeHUSs, NopaXeHue ner-
KUX, >XeNyAO4YHO-KMLIEYHOro TpakTa. B mnocnegHem cnyuae
[LMArHo3 YTOUYHSOT C MOMOLLbI0 6UONCMU MPU 3HLO0CKOMNYECKOM
nccnefoBaHum.

Numgocapkomy auddepeHUUpyoT 0T Hecneuuduyeckoro
nuMmdageHnTa, Tybepkynesa, numdgorpaHynemarosa, MeTacTa-
30B paka.



JledeHure. MNpu nokanbHbIX QopMax MNPUMEHSIOT Ny4yeBoe
UNW XUPYPruyveckoe JfievyeHne, Npu reHepann3oBaHHbIX — XU-
MUOoTepanuio TemMy Xe KOMOBUHauusMU npenapatos, 4To U Npwu
nMMmgorpaHynemarose. TakXe MNPUMEHAIOT CapKoU3UH Mo
10 Mr BHYTpb 4yepe3 feHb uan no 40 Mr BHYTPb WU BHYTpPU-
BeHHO 1 pa3 B Hegento. Mpu oTCyTCTBUM 3hheKkTa capKONU3NH
BBoAAT no 100—150 mr BHYyTpMBeHHO 1 pa3 B 2 Hep.

KnunHnyeckne pemMmuccum npu onepaTMBHOM W Sy4YeBOM Jfe-
YeHUW MOTYT ANTbLCA HECKOMbKO NeT; NpU XMMUoTepanuu re-
Hepann3oBaHHbIX (HOPM — HECKONbKO Hefenb (MHOrga neT).
MporHo3 He61aroNpuUATHbIN.

JNnumoma BepkntTa (ahpukaHckas avmdgpoma)

Numgpoma bepkuTTa, unu appukaHckas numgpoma, — ocobas
pa3HOBMAHOCTb remaTocapkom. Mopdgonornyeckum cybcTpa-
TOM ONyX0Nu ABNSAOTCA NMMGPO6NACcThI.

Numpoma bepkuTTa ABNAETCA TAXENbIM U LOBO/MBHO Yac-
TO BCTpevarolwumcs 3aboneBaHneM feTeil, 0c06EHHO B BO3pacTe
4_ 6 neT. B HekoTopbiX paiioHax AQPUKK OHA cOCTaBnseT OT
30 go 70% BCex cny4yaeB OMyXO/eBbIX 3ab0/ieBaHU aeTei.
CyliecTByeT TaK Ha3blBaeMblii NMM(OMHbI/A MOSC, B KOTOPOM
0CO6EHHO YacTo BCTpevaeTcsa 3To 3aboneBaHne. OH OXxBaTblBaeT
psg cTpaH Tponu4yeckoin Adpuku, KOxHoin Amepukwn, Manya-
HoByto [BuHeto. B 3Toi e 30HE LUIMPOKO PacnpoCTPaHeHb
Takume TPaHCMUCCUBHbIe 3aboneBaHUs, KakK enTas nuxopagka
n manspus. Mpegnonaraetcs, YTo 3aboneBaHWe pacnpocTpaHa-
eTcAd KakuMM-nnbo HacekoMbiM (MOCKWTOM) — MEPEeHOCHUKOM
BMpyca dnwTeliHa — bappa.

KnnHuuyeckasa kKapTuHa. Ona numcpombl BepkuTTa xapak-
TEPHO NOSIBNEHMWE OMYXOJIeBbIX pa3pacTaHWuil, BbiCTpo yBenu-
UMBAKOLWNXCA B TeYEHUE HECKONbKUX [Heill. PocT onyxonu WH-
(hUNbTPaTUBHBLIW, C paspyLleHneM KOCTeil U OTCYTCTBMEM peak-
TUBHOrO KocTeo6bpaszoBaHWA. Hanbonee uyacTbiM SBASETCA
nopaXKeHWe 4YenwCTell, pe3ko o06e3obpaxmBalollee AULO pe-
6eHka. 3y6bl pacllaTbiBalOTCA M BEepo0obpasHoO pasfBurarTcs.
MoXeT BO3HUKHYTb 3K30(pTanbm.

BTopoe MecTo No 4acTtoTe 3aHMMaKT NOpaKeHUs OPHOLLHOWA
MoOM0CTU — OMYXO0AN MOFYT He TO/MbKO MajbnupoBaThCsi, MO W
ObITb BUAHbIMU TMpPU OCMOTPE >XMBOTa. bBoOMbHbIX 6GecnokoaT
6o4u, owylleHne AUCKOMKOPTA; >XUBOT B34YT, 4acTo pas3Bu-
BaeTcs acuuT. JIMuMOMbl MOTYT BO3SHUKHYTb B IMUKaX, NOYKax,



ceneseHkKe, neyeHu, NOMKeNyLOUYHON Xenese, KULWEYHUKe, MO-
NOYHbIX >Xene3ax. [leputepuyeckne num@atuyeckue ys3bl
nopaxarTcs pexe BCEro.

Obuiee cocTosHWe 6OMbHBLIX TAXenoe, TemMn pa3BuTMa 6o-
Ne3HW 0YeHb ObICTPbIA, CMEPTb B HefeveHbIX CAy4asaX HacTy-
naet yepe3 4— s MecC.

Ona nedeHna numdombl BepknTTa NPUMEHAIOT UMUTOCTa-
TU4Yeckune cpeacTtsa: UumknogocgaH, menodanaH (CapkKoansnH),
MyCTapreH, Bbl3biBaloliMe ObICTPOE YMeHblUeHWe pa3MepoB
nmMgomM 1 ynydwenue 06WEro COCTOSIHUA. B panbHeit-
leM MOryT BO3HMKaTb PeluauBbl, HO ONMCaHbl Cayvau m3ne-
YyeHus.



Pasgen yeTBepTblii

FTEEMOPPATMYHECKWNE OWNATES3bI

OBLWE CBEAEHWA
KTACCUPUKALMA TEMOPPAMMYECKUX AUNATE3OB

K remopparumyeckum puatesam OTHoOcATcs 3aboneBaHus, pas-
NNYHbIE NO NPUPOAE H KAMHWYECKOW KapTuHe, HO 06befUHEH-
Hble OCHOBHbIM MPU3HaKOM — MOBbILIEHHON KPOBOTOUMBOCTHHO.
KpoBOTOUMBOCTL MOXET OblTb BPEMEHHOW WAM MOCTOAHHOW,
HacneACTBEHHON uUnM NpuobpeTeHHOW, BO3HMKatoWen bGecnpu-
UMHHO WMAM TOMbKO MpW TpaBMe, HO OHa Bcerja HeajekBaTHa
TpaBMe.

B BO3HUMKHOBEHUM remMopparMyecknx [MaTe30B OCMOBMYHO
pofb nrpatoT Tpu hakTopa: COCTOAHME TPOMO6OLMTOB, Nna3MeH-
Hble (haKTOpbl CBEPThbIBatOLLLelN T aHTUCBEPTbIBAIOLLEA CUCTEMBI
KPOBM W COCTOSIHME COCYAUCTON CTEHKMU! ” v

HenocpeAcTBEHHO BcneA 3a MNOBPEX/JeHWEM TKaHeld u co-
CY[OB HacTynaeT yMeHblUeHWe TOKa KpOBMW BCMeLCTBME Baso-
KOHCTPUKLUMU W CAABNEHWUS KanuansapoB U BeHy/n 3KCTpaBasa-
TaMu.

Tpom6oLMTLI, 3aHMMalKolMe B TOKE KPOBM KpaeBOe MNOJO-
XEeHVe,-npyu maneileM NOBPEXAEHUN COCYAUCTON CTEHKMW Mpu-
AMNAaKT K HelW M CKIeuBawTCA Mexnay Cco60li, MexaHW4Yecku
3aKpbiBaa aetekt. B TpombouumTax cofepXuMTCcA MO KpaiHei,
Mepe BOCeMb (haKTOpOB, Y4aCTBYHLMX B MpoLecce CBepPTbiBaB
HUS. VI3MeHeHUs B KOMWYECTBEHHOM COAEpPXaHun TpomboLu-
TOB UMW yTpaTa MMMU OTAe/bHbIX (haKTOpPOB CBEPTbIBAHUSA Cy-
AT MPUUYUHOI MOBbILWEHHONW KPOBOTOYMBOCTH.

B BO3HMKHOBEHUU W OCTAHOBKE KPOBOTEYEHMI Haubonee
CNOXHa ponb Ma3MeHHbIX (aKTOpPOB, KOTOPbIX B HacTosllee
BpeMs HacuuTbiBaeTcs 6onee 13. HepocTaToyHOCTb /1t060r04
(hakTOopa MOXeT MPUBOAWUTbL K HapyLeHWH npouecca CBepTbl-
BaHMA. [lePeKT nan HE[OCTAaTOYHOCTL (PAKTOPOB 4Yauie ObiBalOT
HacneACTBEHHbIMU, HO MOTYT ObiTb M NPUOGPETEHHbLIMMU.

CBepTbiBaHME NpeacTaBnseT coboi CnoxHbld npouecc. Ero
MexaHW3M [0 CUX MOp He MOSHOCTbIO BbISCHEH. BeliecTsa,
yyacTBYylOLMe B MPOLECCe CBEPTbIBAHWUA, HAXOASATCHA B KPOBWU
B HEaKTMBHOM COCTOSHUM B BuAe NPOdepMeHTOB. AKTUBUPY-



Acb (MpWM TpaBMe, KOHTaKTe KpPOBWM C HEOObIYHOW MNOBEPXHO-
CTbl0), MPOdepMeHTbl caMy CTaHOBATCS akKTuMBaTopaMu crne-
LYylOWMNX 3BEHbEB peakuuu B pe3ynbTate, 0YEBUAHO, COBCEM
HebO0NbLIOK X MONEKYNSAPHON MepecTpoliku. B npouecce cBep-
TbIBaHUA BbIAENAOT TpU asbl: BOZHUKHOBEHME TpoM6GOMnacTum-
4ecKol aKTMBHOCTMW, MpeBpalleHne NpoTpoMbuUHa B TPOMOWH 1
npespaLieHne pubpmnHoreHa B QuOPUH.

| hasa — akTnBaLMa TPOMOOMIACTMHA — MOXET UATU ABY-
MS MYTAMU: BHELWHUM W BHYTpPeHHUM. Bo BHellHem, 6onee
6bICTPOM NYTW Y4YaCTBYIOT TKaHEBble W Na3MeHHble (PakTopbl
CBepTbiBaHUA, BO BHYTPeHHeM — (DaKTOpbl, cofepxaljuecs B
KpoBu (NnasmMe U CbIBOPOTKe); 4YacTb (haKTOPOB y4yacTByeT B
oboux nyTax. MexaHu3m | ¢asbl CBepTbiBAHUS MO BHELIHEMY
MyTW COCTOWT M3 ABYX 3Taros.

MepBblli 3Tan — TKaHeBbI (akTop (daktop IlI, Tpombo-
nMnacTuH) BCTynaeT BO B3aumogeiictBue c gaktopom VI
(MPOKOHBEPTUHOM), HaxoAAWMMCA B Nja3Me U CbIBOPOTKE
KPOBM, MOHaMWU Kanbuma u gaktopom X (daktopom CTroap-
Ta). BTopoit saTan — B3aumopfeiicTBUMEe MNpPOAyKTa UX peakuuu
¢ thakTopom V (nabusibHbiM (hakKTOpPOM, KogakTopoMm Tpom6o-
nnacTMHa) Npu yyacTun KanbUma u oconunuia paet Tpom-
60Mn1acTUYeCKyr0 aKTUBHOCTb.

BHyTpeHHU nyTb | a3bl CBepTbIBAHUA HauyuHaeTCca C
akTmBaumu akTopom KoHTakTa (¢paktop XII XaremaHa)
nnasMeHHOro npejlwecTBeHHUKa TpombonnacTuHa (ghakTop
X1), nocnegHuii aktmBupyet daktop Kpuctmaca (haktop
I1X), npuyem MOHbI KanbLUs YCKOPAOT 3Ty peakuuio. [anee
HacTynaeT akTuBauma aktopa VIII (AlT), B aToM npouecce
YYacTBYIOT MOHbI Kanbuua u dochonunug. AKTUBUPOBAHHbIN
thakTop VIII B3ammogeiicTtByeT ¢ pakTopom X, a fanblue, Kak
U Npy BHELIHEM MYTW, aKTUBMPYeTCA PakTopoM V 1 BO3HUKaeT
TpombonnacTuyeckas akKTUBHOCTb. TakMM 06pa3oM, BHELIHWUIA
W BHYTPEHHU NyTW CBEPTbIBAHWS CNUBAKOTCA C MOMEHTA aKTu-
Bauuu ¢aktopa X. OHM MOryT MPOUCXOANTb W HE3aBUCUMO
Apyr ot Apyra.

Bo Il ¢ha3e npouecca cBepTbiBAHWS aKTUBMPOBAHHbIN TPOM-
6onnacTuH nepeBOAMT NPOTPOMOGWH B TPOMOGUH (NpU yyacTum
WMOHOB Kanbuud). MNpeanonaraeTcsd, 4to npum obpasoBaHUM Mo
BHELIHEMY NyTW NepBbIX CNej0B TPOMOGMHA pe3Ko ycKopseTcs
Koarynsyus no BHYTPeHHEMY MyTW, Tak Kak TPOMOWH B CBOIO
oyepefab akTusmpyet gaktop VIII.

111 hasa — obpasoBaHue pubpuHa. BlanmogeincTerne TpoM-
6uHa ¢ gubpuHoreHom (thaktop 1) npuBoAUT K 06pasoBaHUIO
(hMOPUHMOHOMEPHbIX KOMMNIEKCOB, KOTOpble Mpu yyacTum ak-



Topa XIIl (pmbpuH ctabunmsmpytowero ¢akrtopa), Kanbuus
W TPOMOMHA NepexoasfT B (PUOPMHMNONMMEPHbIE  KOMMIEKCHI.
O6pasyeTcsa NAOTHbINA CFYCTOK KpPOBU.

Mpouecc cBepThIBAHUSA MPOTEKaeT elle CAOXKHee, YeM Mnpea-
CTaB/eHO B 3TOW cxeme. AKTMBaL WA KaX0ro haktopa co3faeT
BCe OO/bllee KONMYeCTBO (DEpMEHTOB, CKOPOCTb peakuuii yse-
nnymnBaeTcs, M npouecc npunobpeTtaeT Kak Obl N1aBMHOO6PaA3HbIN
Xapaktep. B T0 e Bpems 6bICTpOe MCMO/Mb30BaHWE Koaryau-
pylowmx epmMeHTOB oCTaHaBiuBaeT (CaMOOrpaHW4YMBaEeT) 3Ty
cUcTeMy, MPefOXPaHsas 0praHu3m 0T M36bITOYHOW Koarynauuu.

OrpaHnyeHne npouecca CBepThbIBAHUA MPOUCXOAUT U B pe-
3ynbTaTe [eicTBUS (haKTOPOB aHTUCBEPTbIBalOLLE CUCTEMBI:
auTnTpoMbuHa, nnasMuHoOrena, naasMHHa. ANTATPOMOUH
MHaKTUBUPYeT M36bITOK TPOMOWHA, HE MCMNOMb30BAHHOMO MNpwu
obpasoBaHUM (GubpuHa. MnasMuH npeactaBnseT coboil npo-
TEONUTUYECKUNIA PEepMeHT, OCYLLEeCTBASIOLWMIA FTaBHBIM 06pa3om
hnbpmHoNM3. B KpPOBU COAEPXMWTCH ero npefwecTBEHHUK —
NNasMUHOreH, MepexofAwmnin - B NAasMWH  NpUM  akTUBauuum.
AKTUBaTOpPbl NNa3MUHOreHa HaxoAAaATCA B 3HAOTeNMU COCYAOB,
TpomMbouMUTaX, pasnMUHbIX TKaHAX; OYEeHb CU/bHbIM aKTUBaTO-
pomM nnasMUHOreHa SABASETCA ypOKUHasza. M36bITOK naasMHHa
HeMTpanusyeTcs aHTUNNA3MWHOM, cofepxXawmnmcs B a-rnoby-
NINHOBOI (hpakummn, 4To NpesoxpaHaeT OT M3OLITOYHOrO PuUbpPYU-
Honusa. UpeamepHoe o6pa3oBaHMe aHTUCBEPTbIBAKOLWMX (aK-
TOPOB WM AePUUUT UX MHTMOUTOPOB MOXET TakXe 6biTb npu-
UYMHON KPOBOTOYMBOCTH.

B 3aBMCMMOCTU OT OCHOBHOFO MeXaHW3Ma, MpPUBOAALLErO K
KPOBOTOYMBOCTMW, remopparvyeckme fuaTtesbl [LenaT Ha Tpu
6onbline rpynnbl:

I. Cemopparuyeckue guatesbl, 06yCNOBNEHHbIE U3MEHEHNEM
TPOM6OLMTOB:

TpombouuToneHmucckas nypnypa
Femopparnyeckas TpombacteHusa (6o0ne3Hb FNaHUMaHHa)

Il. Temopparuyeckue guatesbl, 06yYCNOBEHHbIE HAPYLUEHU-

€M MaasMeHHbIX (PAaKTOPOB CBEPTbIBAHUSA:

Femodunua

emopparmyeckue puatesbl, CBA3aHHble C HEAOCTATOYHOCTbIO
nNpoTPOMOMNOBOr0 KOMMeKca

dnbpuHOreHoneHnn n ahubpUHOreHeMnm

I1l. Temopparnyeckne pguatesbl, 06YCNOB/EHHbIE MOpaxe-
HMeM CcOCy[OB:

Femopparnyeckunii Backynut (6onesHb LU eHneiHa— MeHoxa)
Femopparuyeckas TeneaHrmakrtasmsa (6onesHb Ocnepa — PaH-

Al0)



Kanunnsponatuueckas nypnypa (ncesgoremocunusa Bunne-
6paHga)

Bce remopparuyeckue amaresbl 4acTO BCTpevaloTcs B MofA-
POCTKOBOM M KOHOLLIECKOM BO3pacTe.

1. TEMOPPATVNYECKWE ONATESDI,
OBYC/NIOBNEHHbLIE NSMEHEHVMEM TPOMBOLMTOB

TPOMBOLMTOMNEHNYECKAS MYPMYPA
(BONE3Hb BEP/MIbIO®A)

TpomboynToneHnyeckas nypnypa, WAM 3cCeHLManbHas TPOM-
'‘6oneHnsa, nnm 6onesHb Bepnbroa. — camoe 4vacTtoe 3abone-
BaHMEe Cpefu remopparuyeckmx pfuate3oB. OHO BcTpevaeTtcs
NPeUMYHIOCTBELUL-bI-XKETTWMN (U A pasa valle, YeM Yy MYX-
4YunH). O6LIYHO 6ONElT AEeBYLIKW, a TaKXe >XEHLWWHbl B Mpe-
KIMMaKTepnuyeckom BO3pacTe.

MatoreHe3. OCHOBHbIM MaTONOTMYECKUM 3BEHOM 60Me3HK
ABNSETCA HeLOCTAaTOYHOE CO~AEpKaHHe B KPOBTT TPOMOOMM FOH,
T. . TPOMOOLMNTONEHNSA, C KOTOPOW rNaBHbIM 06pa3om u cBf3a-
Hbl sBATrAMS KPOBOTOUMBOCTU. Manoe KOAMYECTBO TPOMGOLU-
TOB MMeEeT CBOMM CNefjiCTBUEM YMEHbLUEHWE TPOMOOLHTAPHbIX
KOMMOHEHTOB CBEPTbIBAOH/\CL, CUCTEMbI M CO3faeT 4YeTKO Bblpa-
XEHHbI Koarynonatuyeckuid cMHApOM. OCHOBHbIM B HEM $iB-
NAeTCA CHWXEHWe TPOMOGOMNacTUYECKOl aKTUBHOCTM, TaK Kak
KONMMYecTBO TPOMOOMIACTMYECKOrO (akTopa TpoOMOOLUTOB
YMEHbLIAETCA COOTBETCTBEHHO CTEMeHW TPOMOOLMTONEHUU.
CHuXatTca yTunausauns npoTtpombuHa, obpasosaHue hubpu-
HOBOrO CrycTKa, a 0CO6eHHO ero peTpakuma (M3-3a yMeHblle-
HUA KOMM4vecTBa peTpakTo3Mma). BbinageHue aHTUPMOPHHO-
NNTUYECKON ®yukuunu TPOMOOLUTOB YycunusaeT QuOPMHONUS.

MpUYMHLI TPOMOOLMUTONEHUU He COBCEM SACHbI. MeToaoM
pafMoaKTUBHON WHAWKALMUW YCTAHOB/MEHO, 4TO TPOMOOLMTHI
npu 6onesHn Bepnbroa XuByT oT s J0 24 4 (BMecTo 6—
8 AHei). B gpyrux cny4vasx NpofO/MKUTENIbHOCTb UX XU3HU
He M3MeHeHa, HO TPOMOOLUMTLI McUe3alT UOA BAUAHUEM KaKUX-
TO CBOWCTB MNa3mbl.

B HacToAlee Bpems BbIfENAOT HACNeACTBEHHYO W Npu-
0bpeTeHHY (opMbl 601e3HM; nNocnefHsAs  cocTaBnsoT~THO%
BCc” CnyuvaeB. MNaToreHe3 npuobpeTeHHOW [OPMbl paccmaTtpu-
BaeTCA KakK ayTOMMMYHHbIA. [1ogBneHMe aHTUTen Ha TPOM-
bounMTax MOANK BLIABUTHL MpAMOI npob6oli Kym6ca n npoboit
C arperayueri Tpomo60oUNTOB.



Takum o06pa3oM, TPOMOOLUTOMEHUA SBNAETCA CUHAPOMOM
C eMHON K/AWHWYECKON KapTUHOMW, HO pasNnyHbIMU MpUYU-
Hamu.

KnunHnyeckaa kapTuHa. Mpu 60nes3Hn Bepnbroda y 60b-
HbIX MepuoaMYeckn 6e3 BUAUMbBIX NPUYUH UAK. NPU Manermnx
TpaBmax NosBAAKTCA MHOXECTBeHHble remopparuu. Yaule Bce-
r0 OHU NIOKANN3YIOTCA B KOXE~WU~MO1KOXXHON2XXNeTyaTKe. rnas-
HbIM 06pa30oM Ha KOHEYHOCTAX, HO MOryT 6biTb Ha /il060M yua-
CTKe Tena. KpoOBOM3NWSHWA pa3/IMYHON BENWYMHbI, KaK Mpa-
BWIO, KPYMHble. OHW MOABNATCA HEOLHOBPEMEHHO, MO3TOMY
MUMEIT pasHyto okpacky. Koxka 60/IbHbIX CTaHOBUTCHA Kak 6bl
MATHUCTOM, HOCUT Ha3BaHWe «NTKypn feonappar.

CnegyowWwmmMn no 4actoTe ABNAIOTCA MaTOYHble KPOBOTEYe-
HUs  (Unn obunbable.- MeHCTpyaumun). bonesHb MOXeT Hayu-
HaTbCA MMEHHO C 3TOr0 K/MHWYECKOro MpOAB/EeHUdA, a nHorga
TO/IbKO MM U OrpaHW4YMBaeTCAd B TeYeHMe MHOrux fet. Yacto
OTMEYalTCA TaKXe HOCOBble KPOBOTEYEHUS, pexe feroyHble,
XenyfouyHo-KuLWeYHble, NoYéyTrMe.—©C06eHHO OnacHbl KpPoBO-
M3NUSHUA B MO3r U B ceTyaTKy rnasa. OHM BCTpeyarTCs B OC-
HOBHOM MpW OCTPbIX hopMax 3aboneBaHus. KpoBOU3NUAHUIA B
MbILWLbl U CYCTaBbl, Kak MpaBuno, He 6biBaeT. MpubansnTenb-
HO B '/3 cliyyaeB OTMeyaeTcs yBenuyeHue ceneseHku. B nepwu-
o4 obocTpeHus 60ne3HM Temnepatypa _ HUCKONbKO MOBbI-
weHa. KposonoTepu, 0CO6EHHO MaTauyHble Ta HOCOBble, MOTYT
O6blITb  3HAYUTENbHbIMW,  MNPUBOAAWMMU K THMNOXPOMHOM
aHeMuu. /

Mpu nccnefoBaHUM KPOBU BbLIAPASAIOT YMEHbLUEHWE 4ucna
Tpom6ounTOoB A0 8 *10*—Ad.04s 1 mkn. Mpu npeaLecTBytoLLel
KpoBOMNoTepe O6GHAPYXUBAKT TakKXe T[MHOXPOMHYIO_aHeMUto.
B KOCTHOM MoO3re BUAHO 60/bLIOE YCNO MerakapuoumTos, 0co-
6eHHO ecnn uccnegoBaHMe NPOBOAAT B pasrap remopparuye-
CKMX MNpoABMeHUN 60ne3Hn. OTWHYPOBbIBaAHME Xe NNaCTUHOK
MerakapuoumtTamm HapyweHo. benblil M KpacHbIl poOCTKU
06bI4YHO HE M3MEHEHbl, HO MPU aHeMun O0OHapPY>KMBAeTCAa ycu-
NeHne 3puTponoasa.

MpnmepnblH anann3 kposu: 3p. 3,40 6, Hb 100 r/n, uB. mokasa-
Ten, 0,8.Tpom6oy. 1,8 10\ n. 8-103 6. 0%, 3. 3%, n. 5%, c. 62%,
nmme. 25%, mon. 4%; COD 21 mMm/%

M3 gpyrux nabopaTtopHbIX UCCAeAOBaHWiA XapaKTepHO OT-
CYTCTBME WAW 3aMeTAlie peTpakuumM KPOBAHOrO Crycrka.
Bpemsa cBenTbiBaHUA KMOBU He M3MEHENOo. HO ANUTENbHOCTb
KpoBOTeYeHMa Mo [lyke 06blYHO yBenmyeHa [0 20—30 MWUH.



370 cBA3AHO C TPOMOOLMTOMEHMEl, a TakXe C HapyLleHWeMm
KOHTPaKTU/IbHOCTU MeNKUX COCyAoB (BO3MOXHO, U3-38 YMeEHb-
WEeHUs cofepXaHns CepOTOHMHA B KPOBU).

TeyeHne 60ne3HN B 6OMLLIVHCTBE CMyYaeB AeAMAU3UPYIO-
wee. Bo Bpems pemMuccuii M Npekpal,eHns KPOBOTEYEHWIA KO-
NIMYECTBO TPOMOOLMTOB, peTpakLums KPOBAHOIO CrycTka u Bpe-
MS KpOBOTEYeHUA MOryT CTaTb HOPManbHbIMWU. [pU XpOHUYe-
CKOM Te4yeHWM MOCTOAHHO OTMevalTCHd HU3KWMe LuUdpbl TPOM-
6ounToB 1 NosBnATCA remopparun. CyllecTByeT TakXe cTep-
Tasa-tapt~60n€3un, Npu KOTOpOW y 60MbHLIX BpEMeHamu Mo-
ABNAOTCA ~<5[IIUNTYHbIE CUHAKW Ha KOXe, MencTpyauuu npo-
LOMKNTENbHbI, MHOT4a ObIBAlOT HOCOBblE KpoBOTeyeHUs. Konu-
4YeCcTBO TPOMOOLMTOB B TaKMX CAy4YasiX CHUXKEHO He3Hauu-
TeNbHO.

bonesHb Bepnbroga Heobxogumo auddepeHuymnpoBaTb OT
CUMMTOMATUYECKOA TpPOMOOLMTONENNYECKON nypnypbl, KOTO-
pas BO3HMKaeT MpW KOonnareHosax, NMMgonelikose, HeKOTOPbIX
MHeKLMAX, npuemMe nekapcTs. MpuM rMNonnacTUYecKUx aHe-
MUAX W Nleilko3ax TPOMOGOLMTOMNEHNA COMPOBOXAaeTCA YMEHb-
LWeHVeM 4yucna MerakapHouUTOB U HapyLleHUeM OTLWHYPOBKHU
TPOMOGOLUTOB B KOCTHOM MOS3re.

NeyeHune. TIPpUMEHAOT KOPTUKOCTEPOWAHblEe TOPMOHbI B
cpefHunx posax (iO”jO Mr npogHW30/0HA); NPU THKENOM Te-
YeHUU [03bl yBENMYMBaOT. Bbi3gopoBneHue HacTynaet y 15—
20% 60/bHbIX, B OCTaNbHbIX CAy4YasaX BO3MOXHO BO3HUKHOBE-
HWe peungnBOB.

Mpu peunanBupytoLem TeYeHUW, ecin FTOPMOHbI CTaHOBAT-
cA Mano3PeKTUBHbIMU, MOXHO NPUBErHYTb K CNAEH3IKTOMUM.
MMocne Hee KNMHMYeCKNe NPOSBAEHUSA 60NE3HN 0ObIYHO YMeHb-~
lWaKTca, faxe ecan 0ocTaeTcsa TPOMOOLUTOMEHMUS.

FemoTpaHcgy3um npu TpombouuTONenuYeckol nypnype
NPOn3BOAAT KaK C reMocTaTUYecKoW Lefblo, Tak U 418 60pbobl
C_aHemueld. MpeanoyYTUTENbHO MCMNOMb30BaTb CBEXYH KpPOBb,
B KOTOPOW Nyuylle COXPaHAKTCA TPOMOOLMUTLI, UAM TPOMOOLUT-
HYyl0 Maccy. MeHblle paspyllaloTcs TPOMOOUUTLI Takxe npu
MCNONb30BaHUU CUANKOHWPOBAHHONM annapatypbl. [lpu BO3-
MOXHOCTU MECTHO/ OCTAaHOBKM KpOBOTEYenus Heob6XoAuMMO
fenatb TaMMOHady, MeCTHO TMNPUMEHATb CBEXYK  Maasmy,
ajjpeHannH, pacTtBop Tpomb6uHa, (MOPWUHOreH, XNopua Kafb-
ums.

[na neyeHns BTOPMYHOW MNOCTreMopparnyvyeckoir aHemuu
HasHayalT npenapatbl )efesa, ackopOMHOBYHD  KWUCMOTY
(cM. JleyeHue xene3ofeULUTHBIX anemMuit) .



FTEMOPPATMYECKAA TPOMBOUWTACTEHUNA
FMAHUMAHHA

[opa3go pexe remopparvmyeckoi TpombouuToneHUM Habnwpaa-
eTcA remopparuyeckass Tpom6acTeHWs, NMpU KOTOPOK Konmye-
CTBO TPOMOGOLMTOB 6GbiBa€T HOPMaibHbIM, HO (YHKLMOHANbHO
OHW HEMO/IHOLEHHBI, T. €. COlepXXaT Mano peTpakTo3MmMa, TPOM-
6onnacTMYeckoro akTopa M HecrnocobHbl K arperauuu us-3a
YMEHbLIEHNS COAEPXaHWUA B HUX afeHO3MHAUGOCHOPHON Kuc-
notel (A4 ®). Mopdonornyeckm Moryt Habnwpgatbcsd aHm3o-
UMTO3 TPOMOOLUTOB, NMOABNEHWE TUTAHTCKUX (OPM, OTCYTCTBUE
B MUX a3ypoMunbMoi 3epHUCTOCTU. Y ninL, CTpajalomnx aTum
3a60/1eBaHNEM, OTMeYaeTcs yBeNMYeHMe BPEMEHU KpoBOTeuye-
HUSA N NPOSABNAETCA TAXE/bIA remopparmyeckuii guaTtes.

3abofieBaHMe HOCUT CeMeiiHO-HaCNeACTBEHHbIA XapaKTep,
yalle BCTpevaeTcsd Yy AeTeil n nogpocTkoB. C BO3pacToM KpOBO-
TOYMBOCTb YMeHblIaeTcA. KnuHuueckas KapTuHa HanoMuHaet
60ne3Hb Bepnbroga, HO KPOBOU3NUSAHWS NOJ KOXY OblBalOT
pexe, npeo6nafal0T KPOBOTEYEHMA N3 CAM3UCTbIX 000/0YeEK,
a y [eBylWIeK — MEHCTpyabHble.

JleyeHne pa3paboTaHo Masio. Arperauuio n agresnto TPOM-
60UMTOB yfaeTcs MOBLICATb MPU Ha3HAYEHWWN 3CTPOreHOB M
aMUMNOKanpoHOBOM KWUCNMOTbI; Ha3HayeHune JITD HeahheKTUB-
Ho. MpuMMeHeHNe aueTUNCannLUUNoOBON KNCNOTbI, MPENATCTBYHO-
Wei arperayum TpomM6OLWUTOB, MNPOTMBOMOKA3aHO MpuW NGO
pasHOBUAHOCTU CUHApPOMa Bepnbroda.

2. TEMOPPAIMMYECKWME OVNATESHbI,
OBYCJ/IOB/MEHHbBIE HAPYLWEHWVMEM TMJTIASMEHHbIX
®AKTOPOB CBEPTbIBAHUA KPOBW

HapylweHuns cBepTbiBaHWSA KPOBW, CBA3aHHble C OTCYTCTBMEM
uAn feuuUnTOM NNasMeHHbIX (PakTOpPoB, MOrFyT BO3HMKaTb BO
BCeX Tpex (hasax 3Toro npouecca. OCHOBHOE 3Ha4YeHWe WUMEeT
remopparmyeckue fmatesbl, CBA3aHHble C M3MeHeHWeM | (hasbl
CBepTbIBaHWUSA, T. €. C HapylweHnem ob6pasosBaHMs Tpombonnac-
TuHa. Clofja OTHOCATCA remMouaMs U POACTBEHHble el 3a6o-
neBaHus.

FEMO® NN

Femounmsa cyllecTByeT C AaBHUX BpemeH. HacnefcTBeHHas
nepefgaya 3Toro 3a60/1€BaHUS Yepe3 XEHLWUH ULaM MYXCKOro



nona 6blna U3BECTHA eWe APeBHUM MycCyfibMaHaM U eBpesM, y
KOTOpPbIX OblJI0 NPUHATO 0CBO6OXAATb OT obpsga obpesaHus
BCEX Manb4MKOB, POACTBEHHbIX MO XEHCKOW NUHWK, ecnu nep-
Bbll Manb4nMK B CeMbe ymMupan OT KpOBOTedeHUs nocne obpe-
3aHMA. BcTpevatoTca cnyyam remoguamm, nNpu KOTOPbIX ne
yhacTca ycTanoBnTb 3aboneBaHus cpeaum  pPOACTBEHHUKOB,
O/IHaKO 3TO HEe MCKJ/loYaeT HacNefCTBEHHOrO ee XapakTepa.

MaTtoreHes. Femodunaus ve ABnseTcA eLMHON HO30/10rUYe-
CKoli hopmoii, a npeacTaBnseT cob0i KAMHUYECKUIA CUMNTOMO-
KOMM/IEKC, CBA3AHHbIA C HacnefCTBEHHOW HeA0CTaTOUYHOCTLHO
pasNnyYHbIX NNasMeHHbIX (DaKTOpOB CBepTbiBaHWUA. B 60/bLIMNH-
cTBe cnyyaeB (80%) 6onesHb 0b6ycroBieHa OTCYTCTBMEM, Bep-
Hee, CHmXeHnem cuHTesa NIC (VI a). OTa (hopma
nofyymna HassaHue remogpunum A. na B cBA3aHa C
otcytcTBueM IX daktopa cBepThiBanua (haktop Kpuctmaca,
nnm PTC, — nna3MeHHbI TPOM6GONIACTUYECKMIA KOMMOHEHT),
OHa cocTaBnsgeT 12—15% remounnin. Femounua C, BCcTpe-
yatowasaca B 2—3% cny4daes, Bbi3BaHa oTcyTtcTBMeM XI dak-
Topa (hakTop Po3eHTans, unm PTA, — nnasMeHHbI npefglue-
CTBEHHUK Tpombonnactnna). Ewe 6onee peako BCTpedyaeTcs
remogunma D, obycnoBneHHas HefocTaTKOM (hakTopa Xarema-
na (dpaktop XII).

Kpome TOro, cywecTBYIOT C/OXHble (OpPMbl  LMaTe30B,
00yCNOBNEHHbIX AePULUTOM HO TO/IbKO NAasMeHHbIX, HO U Apy-
rmx (akTopoB CBepTbiBaHUA. K HUM OTHOCATCA MNCeBAOremo-
¢hunusa Bunnebpanga (cM. HMXe), naparemounua (BPOXAeH-
Has HefocTaTtoyHOCTb V 1 X (PaKTOpOB CBepThbiBaHUA) U ApPY-
rMe C/IOKHble (OpMbl remopparvyeckux auartesos. [pwu
LMppo3ax MeyvyeHW u renarutax, KojnareHosax, napanpoTenHe-
MUYecKMX remobnacrtosax, a TakXe Mocne 3NeKTPOTpaBM MU
0NIEKTPOMMNYALCNON Tepannn onucana npuobpeTeHHas, Tak
nn3biBaemas WHrMoMTOpHas remouauMs, Kotopas BO3HMKaeT
npun noasneHnn aHtuten Kk VIII, IX nan X1 dakTtopy.

B 90% cnyvyaeB remopunug nposasnsfeTcs B [LeTCKOM U
IOHOLLECKOM BO3pacTe.

Femodununa J1. FeHbl, obecneymBarolime CUHTE3 aHTU-
remMouanyeckoro rnobynumHa, HaxogaTcs B X-XpoOMOCOMax
23-i napbl. Y-xpomocoma reHoB ATT He cogepXuTt. Takum 06-
pa3oM, XXeHCKWiA opraHnsmM, uMerowmnii B 23-ii nape ase X-xpo-
MOCOMbI, BABOWHe o06ecneyeH MexaHW3MOM, B KOTOPOM 3aKOAu-
poBaH cuHTe3 AlT. lMpu OoTCYyTCTBMM B OAHON X-XpOMOCOME
reHa AT remounma y >XeHWMWH He pa3BuMBaeTcHd, TaK Kak
BTOpas X-xpomocoma ob6ecneymBaeT [OCTATOUHbLIA CUHTE3.
Ecnn peekTHas X-Xxpomocoma MMeeTCs Y Mafbyuka, ero op-
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MaTb 3g0poBa Orteuy 6oneH
JleBOYKN-HOCUTENbHULbI ManbunHu 340pOBbI
AedeHta AT B X-xpomocome

(KOHAYHTOpBI)
< ~ ] cf
MaTb—HocuTenbHNLa OTel 3a0poB

pedekta reHa Alr
B X-xpomocome

(koHAyKTOP)
fNeBouka fleBouka-HOCUTENb Manbuuk Manbuuk
3fo0poBa nedeHTa reHa AT 3fopos 6aneH

remodpunueii

Puc. 15. Cxema HacnegoBaHua remogunun A.

| — 6pak 340pOBOI XEHLWWHbI C GONbHLIM TeMOopuUANeil MYyXUnHO; |1 — 6pak
XEHWUHbl — HOCMTeNbHULUbl AethekTa reHa Al (KOHAyKTOpa) CO 340pOBbIM
MYXYUHOI.

raHuM3m OKa3blBaeTCA He B COCTOSHUW CcUHTe3upoBaTb AIlT.
Cxema HacneposaHusa remodunaum npusegeHa Ha puc. 15.

B X-XpoMocoMe MMeeTCA HECKONIbKO FeHOB, 06yC/oBANBat0-
wmx cnuHtes AlT, noaToMy CTeneHb CHUXeHua cuHTesa AlT,
a TEM CaMbIM M BbIPaXe€HHOCTb KAWHWYECKOW KapTUHbI 60nes-
HU MOXET ObiTb PasIMUHOA.

Y KEHUWHH-KOHAYKTOPOB SBHbIX MPU3HAKOB HapyLeHW
CBEPTbLIBAEMOCTN HET, HO OHW MOTYT MPOABAATLCA NMPU UCTO-
LarLnx KpoBOTEYEHUAX.



KnnHunyeckaa kapTuHa. lNMepBble Npu3Haky 601e3HU 06blY-
HO BbIAABNAKOTCA B paHHEM Bo3pacTe. KpoBOTeUYeHMA BO3HUKa-
10T Npu Maneiwen TpasMe, nopese, ywunobe. Tun KPOBOTOUYMBO-
CTU — reMaTOMHbIA. Mpu TsKenon ¢opme remohunuu
KPOBOU3NUAHUSA MOFYT ObiTb U CAOHTaHHbIMU. [AUTeNbHble
KPOBOTEYEHWA BO3HUKAKT NPWU BbliMNafeHUW MOSOYHbIX 3y60B,
npu noobbIX onepauunsx.

Oco6eHHO xapaKTepHbl Ana reModuanu obunbHble NOBTOP-
Hble KPOBOW3NWAHUA B cycTaBbl —"rpyapTpn”® [lpu Henpa-
BW/IbHOM JIEYEHUMN BO3HUKAKOT AHKWU/I03bl Y KOHTPAKTYpPbl, YEMY
cnocobCTBYeT Takxe ObICTPO HacTynawuias aTpopua Mbiwl,.
Cregytoliee MecTo Nno 4acToTe 3aHMMalOT KPOBOU3IMUAHUA NOL
KOXY, KpOBOTEYEeHMA M3 noca u feceH. bbiBaloT KpoBOWU3NUSA-
HVWA NOA HAAKOCTHULY, JaloWwue HeKpPo3bl U NIOXKHYK KapTUHY
capKoMbl. Pexe BCTpeyarTCHA >KENYyJOYHO-KMLIEYHbIe KPOBO-
TeyeHus, remMatypus, reMoTopakc, KPOBOU3NUAHUA B MO3T.
Mpn KPOBOU3NUAHUWN B GPIOLWIHYIO MONOCTb GbIBAOT CUMNTOMbI
ocTporo xusota. OnepaTuBHOE BMELLATENIbCTBO B TakKuxX Cny-
Yyasx AOMYCTUMO TONIbKO MOC/e HAcTOWYMBON KOHCEPBATUBHON
Tepanuu U Npu Hanu4yuMmn nnasmbl, Kposu nnu AlT.

Mpu nabopaTopHOM uccnefoBaHUM 0OHapPYXUBaKOT YyBenu-
YeHue"BpeMeHN CBepTbiBaHUA KPOLWKKU nnasMmbl. Bpemsa Kposo-
TeYeHMA Npu 06bIYHOM MENIKOM MNPOKoNMe"™ He YBENMYEHO, HO
rnybokKue npoKosbl KPOBOTOYAT OYeHb JoNro. MpoTpomMOUHOBOE
BpeMS HOpManbHOE, BbIABASAETCA HEMO/AHOe NoTpebreHue npo-
TpOMOGMHA H3-33a HEAOCTAaTOYHOro noTpebneHus TpombonnacTu-
Ha. Konn4yectBo TPOMOOLWUTOB M MX aKTUBHOCTb HOPMasbHble.
CumnToM XryTa-oTpuuaTénbublid.

B KAMHWYeCKOl KapTWHe remoduaum, Kpome KpoBOTOYMBO-
CTW, 60/bLIOE MECTO 3aHMMAT CUMNTOMbI XpaLMyecKoi MmocT-
remopparvyeckol >kenesofeuuntHoin ~HWUUMTTBnegHoCTb
K6XHbIX [MOKpOB6B, rO/IOBOKPYXEHWE, YyTOMASeMoCTb. B Kpo-
BM — YMEHbLIEHWE YuMCfia 3PUTPOLUTOB U reMornobuHa, HU3-
KW LBEeTOBOW MoKasaTenb.

B HacToAlWwee BpemMs KAWHMKA remo@uany  ycnoXxHunach
CUMNTOMaMW, CBSA3AHHbIMW C UMMYHHbIMWU KOH(WKTamu, BO3-
HUKAWNUMN NpU MOBTOPHbLIX FEMOTPAHCHY3UAX U NleYeHUu
Kpuonpeuunutatamu. [llosasBnawTca 60AM B cycTaBax, J/IMXO-
pagka, GUCNPOTEUHEMUSA, NMOMOXUTENbHAA peakuusa Baanepa—
Po3e (Ha peBMaToufHbIA (hakTop). BcTpeyaroTea cnyyam um-
MYHHOW remMoNMTUYECKON aHEMWUW, BbICOKOW 303MHO(PWNAUMK, MO-
AB/IEHNS aHTUTEN He TONIbKO K 3pUTpOLMTAM, HO U K neikouu-
TaM u TpombouuTam. TeyeHue 3aboneBaHUs MOXeT OblTb pas-
HbIM B 3aBMCMMOCTU OT CTeMeHn AedekTa reHa. Tsxenee BCEro



60ne3Hb NpoTekaeT B AETCKUe rofbl; Yy nuy B BO3pacTe cTap-
we 30—50 neT KpPOBOTEYEHMA BO3HMKAKT pexe (BO3MOXHO,
60/bHbIE CTAHOBATCA OCTOPOXHee, yMewT 6epeub cebs oOT
Tpasm).

[wvarHo3 remogunun npegnonaratoT Npu KPOBOTOUUBOCTU
reMaToMHOro Tuna y ManbyuMKoB U toHOWel. OH noAaTBepXja-
eTcs aHaMHe30M (KpPOBOTOUYMBOCTb Y POACTBEHHUKOB MO JIMHUU
MaTepu) U BbIBEHWEM YBe/MYEHUS BPEMEHU CBepTbiBAEMO-
CTM KpPOBU. TuN reMoPuianm yTOUHAKOT NYyTeM KOAWYECTBEHHO-
ro onpegenenuns gaktopos VIII, IX, XI. MoryT 6bITbUCcNonb-
30BaHbl 60fee npocTble MeToAbl. Hanpumep, ecnu K KpoBM
60nbHOro remogunvein J1 no6aBUTb KPOBb TaKOro XXe 60/bHO-
ro, BpeMa CBepTbiBaHWA KPOBMW OCTaHeTca 6e3 nepemeH. Ecnu
Xe [06aBMTb Mnaasmy 340pOBOro 4yefoBeka UM 60OAbHOMO re-
mouaveid B, Bpemsa CBepTbiBaHUS HOPManM3yeTcd, TaK Kak
pob6asnsetcsa aktop VIII.

NeyeHune. [.48 0OCTAHOBKU KPOBOTEYEHMA Npu remoduaunm Ji
TpebyeTca BBefeHWE aHTUTEMOMMUINYECKOrO rnobynnHa. 3T0
focTUraeTca BBeAEHUEM CBEXEN KPOBMW, CBEXEW WNW..ceexesa-
MOPOXXEHHOM Miasmbl (MPU XpaHEHWU KPOBU V ¢akTo-
pbl CBEPTbIBAHMA paspyllarnTcs yxe yepes 12 u), NMnasmy BBO-
AAT no 300—500 M, B TSXKeNbIX Cny4vasx TpaHchy3um MoBTO-
pAlOT Yepe3 6 4 A0 MOMHON OCTAaHOBKM KPOBOTEYEHMSA
(hakTOp NOYTK BeCb paspyliaeTca™u”pes/6 u).

CyuwecTByOT Takxe/ npenapatbl j aHTUTEMO(UANYECKOTO
rnobynuHa. KpuonpeuuwirataT 1(KOHUEHTpMpOBaHHbIA /VIIT 1
IX takTopbl) BBOAAT MO 6 04\H<".1 Kr Maccbl Tena 60/bIOro
3—4 pa3a B cyTku (30 mna'kpuoTrpeunnutaTta cofepxart CTo/b-
Ko e ATIT, yto ft 1 n ay™uremodunsitoii nna™me”). Al

B cnyuyasx onepaTMBHOro BMeLlaTenbCTBa Yy 60/bHbIX-"eMO-
thunven nepenmBaHusa Ceexeil KPOBM M NAP3Mbl, & TaKXe BBe-
aeHne ATT Haflo genaw'fo MOJIHOTO 3aXTeleHWL, paH. y

YpaneHne 3k60B 60NbHbIM remMouaneil Hago NPOU3BOAUTH
B CTauuoHape, 0N1peABAPLTENbHbIM NepenBaHUeM Mas3Mbl K
cBeXei KpoBu, MecTHNIHa paHKY HakfiagblBalOT AHOpakKpuieBoe
YNA0THeHue. ! \

JleyeHune remapTpo3oB. [pu CBEXEM KPOBOU3NUAHUN B CYcC-
TaB NPOBOANT UMMOOU MIAA'LUUIO/IKOHEYHOCTM N 6GXcacbiBaHMe
KpoBu npn nomowmn Lywuwmnn cyctaBa. OLHOBPEMEHHO nepenn-
BalOT nnasmy -8B Konmyectse 8(KO-r500 ma. M~weauto cycTaBa
MOBTOPSIOT Yepe3 2 aHAJ| ocne 4-"NYyHKL WA Hago HayMHaTb
0653aTeNbHO Ne4ebHY0 TMMHACTUKY, AOBOASA CUAY MbIWL A0
HOpManbHOro ypoBHSA. [pu cTapbix remapTpo3ax NpoBoAAT op-
TOoneAnYeckoe, nyvyeBoe, XUpypruyeckoe n husnortepanesTmye-
CKOe nevyeHue. \ /

~



Bonbloe 3HavyeHWe MMeeT MNpaBUfibHOE BOCNWTaHWE Mallb-
UYMKOB, 60MbHbIX FEMOMUAnEN.

Femogmnuna B. 3aboneBaHne BCTPeYaeTCs pPeXxe remo-
thunun A, HabnogaeTcs TOXe TONbKO Cpefu MYXUWH, nepefa-
eTCs MO0 HacneAcTBY MO PELECCUBHOMY TUMY.

Mo KNMHWYECKUM Npu3HaKam remodunns B He oTnuyaeTcs
oT remocunuu J1. Ana nabopaTopHoW auddepeHynanbHol au-
arHOCTMKWN UCMONb3YKT TOT PaKT, YTO NAa3MEHHbIi KOMMOHEHT
TPOMOOHNACTUHA Y4YacTBYeT B CBEPTbIBAHWUW KaK KaTanusatop.
MMo3TOMY OH OCTaeTCs B CbIBOPOTKE 3[0POBbIX Nt0Aei  (Mocne
cBepTbiBaHusa). lMoatomy npu [o6aBfeHUU CbIBOPOTKU 3L40pPO-
BbIX /Nt0flell K KPOBW 60NbHBLIX remoduaneid B Bpema cBepTbiBa-
HUSA CTAHOBUTCA HOPMa/bHbIM. [MONb3YIOTCA elle U TakKuM Tec-
TOM. [1nasMeHHbIi KOMMNOHeHT Tpm6onnacTnna U3BNeKawT U3
nnasmbl 340pOBbIX AWl cynbuaom bGapus. [obaBneHue Takow
06paboTaHHOW Nnas3mbl, He cofepxallei akTopa IX, He MeHs-
eT BPEMEHW CBEPTbIBAHWA KPOBW Yy NuL, € remotunueid B.

NeyveHune remopunum B — 6onee nerkas 3agadya. MOXHO
nepennBaTb He TOJ/IbKO CBEXYH, MO WM XPaHWBLUYKCH KPOBb,
nnasmy u faxe CbIBOPOTKY. O(h(eKTuBHA (dpakumusa nnasmsl,
cojepxaliass NpoTPOMOUH, MNPOKOHBEPTUH M NPOTMBOrEMO-
hunbHbIl akTop B (Kpuctmaca). MNpenapaT HOCUT Ha3BaHue
PPB.

Fremotounuma C. PasButue 3Tol HOpMbl remoduanm
CBA3aHO C OTCYTCTBMEM [pYyroro KaTtanus3atopa CBepTbiBa-
HUA — NNa3MeHHOro npefwecTeeHHMKa Tpom6oHnactuHa (XI
thakTopa Po3eHTansa). [eH, perynnpylowmin cuHTe3 aToro ak-
TOpa, HaxoAuTCcA He B 23-i nape, a B OAHOWA M3 COMATUYECKUX
XpoMocoM. 3JTa opma 60M1e3HN BCTpPeYaeTCs OYEHb PefKo, HO
MOXeT nabniofathCa y MYXUYUH U Y XeHWwuH. 3abonesaHune
npoTekaeT ferye, yem qopmbl J1 n B.

INleyeHune cocTonT B NepennMBaHUMN Nnasmbl.

FTEMOPPATNYECKWE AWNATES3bI,
CBA3AHHbLIE C HEQOCTATOYHOCTbIO
PAKTOPOB MPOTPOMBIMHOBOIO KOMIMJEKCA

Mpyu HeaoCTaTOYHOCTM (PAKTOPOB MNPOTPOMGMNOBOr0  KOM-
nnekca HacTymaeT HapylweHue cBepTbiBaemMocT BO Il dase,
T. C. MPU NpeBpalleHnn NpoTpoMGMuHa B TPOMGBUH. ITU HapyLle-
HWS MOTYT GbiTb CBA3aHbl Kak C UCTUHHOW FrMMonpoTpoMGuHe-
MUWeid, TaK U C OTCYTCTBMEM APYFUX (haKTOPOB, Y4acTBYIOLLUX
BO BHELIHEM MexaHU3Me CBepTbiBaHMS, a MMEHHO: (aKTo-



pa VII —npokoHBepTuna, ®aktopa V — npoakuenepuHa wu
thakTopa CTioapTa — (hakTopa X. Bce aTn guatesbl MOryT ObiThb
HacneAcTBeHHbIMWU. OHM MepefalTCad C COMATUYECKMMU Xpo-
MOCOMaMMn Mo peLeccMBHOMY Tuny. BcTpeuvatoTcs 06bIYHO Mpu
pOACTBEHHbIX 6pakax. [uaTes B 3TUX Cay4vasx BbliiBNSAETCS
C paHHero petcrsa.

MpuobpeTeHHas HeAOCTaTOYHOCTb (PaKTOPOB  MPOTPOMOU-
HOBOrO KOMMJeKca MOXET BO3HWKaTb NpuU HefocTaTke BuUTa-
MuHa K, 3a60n1eBaHMUSAX MeYeHW, AAUTENbHOU 06TypaunonHow
XenTyxe, uCTOWAOLWMNX 3IHTEPOKONUTaX, A/MTENbHOM neye-
HUN aHTMOBMOTUKAMU W cyNb(aHunammugamm, HEKOTOPbIX WH-
thekumax. TakoB >Ke MeXaHW3M KpOBOTeYeHWi npu nepego-
3MPOBKE aHTUKOArynsaHToB.

KnuHnyeckaa KapTuHa 3TUX TemMopparnyeckmx AuaTesos
CKnajblBaeTcqd W3 MOBbLILWEHHONW KPOBOTOYMBOCTM Npu  Tpas-
Max, a TakXe CNONTaHHbIX KPOBOW3NWUAHWI NOA KOXY, B CAu-
3UCTble 060/104KM, KPOBOTEYEHUIA BO BHYTPEHHUE OpraHbl.
TN KPOBOTOUMBOCTU CMELUAHHbIA — MeTexuanbHbli U rema-
TOMHbI. JlabopaTOpHble WCCNef0BaHWUA BbISBAAIOT  YBenuye-
HMe MNPOTPOMOUHOBOrO BpPeMeHW uanm otcyTcTeue V umam VI
thakTopa.

JleyeHne npoBOAAT BUKACO/IOM, TMPUHWMAEMbIM BHYTPb
nnn BBOAMMBLIM napeHTepanbito (0,3% pactBop no 5 ma BNyT-
PUMBILLEYHO); B TAXENbIX Cay4vadax HeobXoAWMbl MepenuBa-
HWA KPOBW WUau nnasmbl. [py nepefo3MpoBKe aHTUKOArynsH-
TOB CfleflyeT BBOAWTb, KPOME TOro, BHYTPMBEHHO 1% pacTsop
npotammHa cynbdara no 5—10 wmn.

PNEPUHOMEHOMEHNW N APNBPUHOITEHEMWIN

Mpu yMEHbLWEHUM WU MONMHOM OTCYTCTBUU (DUBPMHOreHa Ha-
cTynaloT HapylweHus B 11l (ase cBepTbiBaHUS — Hapylla-
eTcs npeBpalieHne Tpom6GUHa B  ubpuH. He[oCcTaTOMHOCTb
(hMGPUHOreHa MOXeT 6biTb Hac/eACTBEHHOM, CBA3aHMOW ¢ no-
BPEX/AEHMEM TEHOB, OMNPeAenstowux CUHTE3 (UOPUHOTreHa.
BcTpeuaetcs y nvL 060ero nona, Yto CBUAETENbCTBYET O O-
Kanusauuy reHoB B COMAaTUYECKMX XpPOMOCOMax. [omMo3nrot-
HOe Hac/fefoBaHMe MNPUBOAWUT K aMOGPUHOTEHEMUMN, TeTepo3n-
roTHoe — K (uGpunorenoneHuu.

KnuHunyeckass KaptuHa. Adu6puHOreHeMus NpPOSiBNSETCS
KpPOBOTEUEHUAMU, CBA3aHHbLIMM C TpaBMOI. Bo3HUKalOT TMog-
KOXHble KPOBOW3NUAHUS, KPOBOTEUYEHUS M3 CAM3UCTbIX 060-
NoYeK, XeNy[oYHO-KMLIEYHOro TpaKTa, MOYENOOoBbIX MNYyTeW.



B oTauuve OT remMomauM KpPOBOTEYEHUSA B CyCTaBbl KpaliHe
pefku. KpoBOTOUMBOCTb BbIIBAAETCSH NpU poxAaeHun (M3 ny-
MOYHON KYNbTH).

B TeyeHun 601e3HM OblBalOT MNepuoabl  OTHOCWUTENLHOrO
6narononyums, Korja KpoBOTEYEHUS He BO3HMKAKT Jaxe npu
HU3KOM YpOBHe (uUO6pUHOreHa.

[varHo3 aubpuHOreHeMun CTaBAT Ha OCHOBAHWUMW MOSHOW
HecBepThIBAEMOCTM KPOBM Aaxe nocne fob6asneHUs TpomoGuHa.
AHanu3 BbIABAAET HU3KOe cofepXaHue ¢GubOpUHOreHa wau
MoOSIHOE ero OTCYTCTBME.

JleyeHne 3aka4yaeTca B MepeinBaHUM  KPOBM, NNa3mbl
nnn GuopuHoreHa.

Yawe BCTpeyaetca npuobpeTeHHas QubpuHoreno-
NneHna, KoTopas MOXET BO3HWMKaTb Mnpu 3aboneBaHMAX nedye-
HU, TAXENbIX UHPEKUUAX, B TOM 4ucfe Npu ckapnaTuHe, re-
MOMIUTUYECKMX aHEMMSX N Apyrux 3ab6oneBanuax CUCTEMbI
KpOBMU.

3. TEMOPPATMYECKUWME OVNATESHbI,
OBYCJ/IOBJIEHHbIE MNMOPAXEHVMEM COCYJOB

FEMOPPATUUECKUIA BACKYNUT
(BONE3Hb LWEHNEAMA—TEHOXA)

BonesHb Lenneiina — enoxa, “An remopparnyeckuin Backy-
nMT (CTapoe HasBaHWe — KanunnspoTOKCUMKO3), BCTpeyaeTcs
rnaBHbIM 06pa3oM B [JeTCKOM 1 HOHOLIECKOM BO3pacTe.

MatoreHe3. KpoBOTOUMBOCTb CBA3aHa C MOBbILWEHNEM MpO-
HULLAeMOCTU COCYAMCTON CTeHKW B pe3ynbTaTe nabyxanHsa u
nponugepaLmm 3HAOTENUSA, MOABNEHUSA HEKPOTUYECKUX W3Me-
HEHW/ B CTEHKax Kanwunnspos, apTepuon W BEHYN Nof BO3-
AeACTBMEM aHTUTeN K K/ieTKam 3HAoTenus.

KnnHnyeckas kKapTuHa. B 60/blWIMHCTBE cny4yaeB 60ne3Hb
HaynmHaeTca OCTPO 4Yepes 2—3 Hed nocne anrunsl, rpunna.
Mypnypa MoXxeT NOSBUTLCA NOCNe MPUBUBOK, NpuemMa HeKo-
TOpbIX NeKapcTB, ONpefAeNneHHbIX BUAOB NuwK. [oBblwaeTcs
Temnepatypa, NOSABNSETCA MenKOoTOYeunas remopparmyeckas
CbiMb, CUMMETPUYHO PACMONIOXEHHAA Ha KOHEYHOCTAX, WHOr-
fa Ha Tene. BbiBalOT OTEUNOCTb U 3yA KOXMW. YacTo oTMeva-
I0TCA NPUNYXNOCTb U 60NE3HEHHOCTb KPYMHbIX CYCTaBOB. 3T
M3MEHEHNA HOCAT NIeTYYUil XapakTep, YTO CO34aeT TPYAHOCTU
B AnddepeHymnaynm ot peBmaTusma.

Femopparuyeckme BbICbINAHWA  MOFYT MNOSABAATLCA He
TO/IbKO Ha KOXE, HO W Ha CNM3nUCcToi 060n04Ke Kenygouno-



KuweyHoro TpakTa (abgomuHanbHas nypnypa — qopma [e-
Hoxa). OHW conpoBoXxpalTcs 60NSMW B XWBOTe, a MHOrga u
YEpHOM OKPacKOW mcnpaxHeHuin. Ab6gomuHanbHas gopma 60-
Ne3HN CNYXWUT HepeaKON MNPUYMHOA OWMBOYHON rocnuTanmn-
3aUmyM 6ONbHBLIX B XMPYpruyeckne OTAeNEHWUS W fJaxe onepa-
TUBHOrO BMeLlaTeNbCTBa.

MopaxeHune cocyoB MOYEK BbI3bIBAET KapTUHY reMmoppa-
rMyeckoro HedpuTa, KOTOPbIA MOXET MNpUHUMAaTb  TAXeoe
TEeYEeHMe C MepexofoM B XPOHUYECKYH (GOpMy M pasBUTUEM
NMoYeyHON HeJoCTaTOUYHOCTU. [MevyeHb W Cefne3eHKa He yBenwu-
YyeHbl. B KpoBu Habnofaetca ymepeHHblli nedikouunTos; COJ
yBenuyeHa. CneunanbHoe wuccnefoBaHue remopparmyeckoro
CMHAPOMA BbIABAAET MOMOXMWUTENbHbLIA «CMMNTOM XryTa». Oc-
TanbHble nNokasatenu (KOAM4ecTBO TPOMOOLMTOB, BPEMS KpoO-
BOTEYEHUAA, BPEMSA CBEPTbIBAHUS W NPOTPOMOUNOBOE BPEMSA)
HOpManbHble.

3abonesaHne 0ObIYHO 3aKAHYMBAETCHA  BbI3[OPOBAEHNEM
yepe3 HeckonbKo Hegenb. OuyeHb peAKo Habnofaetcs  TAXe-
nas Qopma Backynuta € netanbHbIM MCX0AOM  (MONHMEHOC-
Has). MiHorpa 6one3Hb npuobpeTaeT peLuanBUPYIOLWNA Xapak-
Tep, 0COBEHHO NpU COXpaHeHWW XPOHMYECKOro oyara MHek-
uun  (TOH3UAAUT © Ap.).

Femopparmyeckuin BackKynut audgdepeHUnpyoT OT  Apy-
rMx remopparmyeckux AuaTe3oB, rnomepynoHedpputa, cCentu-
yeckoro aHaokapguta. [llpu abgoMuHanbHON (opme 0COGEH-
HO BaXHO AuddepeHuMpoBaTb OT anmneHAMLWUTa, NEPUTOHMUTA.

NeveHne. Heo6xogMMo BbISBUTb W NWKBUAUPOBATbL oOuar
MHEeKUUKM; Npu CBA3M BackynuMTa C NPUeMOM nekapcTBa —
CPOYHO OTMEHUTbL ero. HasHavyalT fJeceHcubunusnpylowme
CpeAcTBa: rOpMOHanbHble MpenapaTbl — NPeAHU30N0H B cped-
HUX po3ax 30—40 wMr, auTuructaMuHHble npenapaTbl —
AvMeapon uau nunonbgeH 3 pasa B feHb BHyTpb no 0,03 T.
B Tsxenbix cnydvasax nunonbeH BBOAAT BHYTPUMbILIEYHO MO
5 mn 0,5% pactBopa vam no 1 mn 2,5% pacTtBopa; gumegpon
BBOJAT TakKXe BHyTpumbiweyHo no 1 mn 1% pacteopa. He-
peako npu 6onee Nerkmx opmax MoAb3y MPUNOCAT CTapble
CpeAcTBa: canuuunatbl, XA0pPUA KanblLWa BHYTPb WAW BHYTpU-
BeHHO (mo 10 mn 10% pacTBOpa), ackopbuHoBas KUCNOTa,
pyTUH w1 Aap.

FTEMOPPATVNUYECKAA TENEAHTIM3KTA3UA

OTo 3a60MeBaHMe 4acTo HasblBalOT 60ne3Hblo Ocnepa—Pangto.
MNCTOYHMKOM  KpPOBOTEYEHWU/ Npu  camoii  HesHauMTeNbHOol



TpaBMe ABAAKTCA TeNeaHrmakTasbl C OYeHb MWCTOHYEHHOWA
aHeBPM3MATMYECKOW CTeHKOn. OcTaHOBKa KPOBOTEYEHMS NpO-
NCXOA4MUT MJ0XO0.

MatoreHes3. 3aboneBaHnWe HacneACTBEHHOe, MepejaeTcs Mo
ayTOCOMHO-4OMUHAHTHOMY Tuny. XapakTep HacneLCTBEHHOro
jedekTa, NpuBOAAWEro K 06pa3oBaHMIO  TeneaHrMaKTasui,
noka He BbliCHeH. [lMpegnonaratoT, 4To Yy 6OMbHLIX MMEKTCA
rMnepcepoToOHUHEMUA U TUMNEPTUCTAMUHEMUA, KOTOpble CO3-
[aloT ANNTENIbHOE TMOBbIWEHWe apTepuoKanuIIAPHOro faBre-
HUS, AunaTauuio KOHLEBbIX KanuniaspoB U o6pa3oBaHUe aHeB-
pu3m.

KnuHunyeckas KapTuHa. TeneaHrmskrasum Moryt obpaso-
BaTbCA BCHOAY: Ha KOXe (4acTo na NafoHHON MNOBEPXHOCTM
nanbLeB pykK), CAM3UCTbIX o6onoykax (ry6, fsbika, noca), B
XKEeNyLOYHO-KMLLIEYHOM TpakTe, JIerkKuX, noykax, cocyjax Mos-
ra. CoOTBETCTBEHHO 3TOMY W KPOBOTEYEHUS MOTYyT MPOUCXO-
ANTb U3 No6biXx MecT. Hambosnee TUMUYHbLI HOCOBbIE KPOBOTE-
YEHNA U KPOBOTEYEHUS M3 MOMOCTM pTa; HEPeAKO BCTpeyarT-
CA H >Kenyfo4yHO-KMLIEeYHble KPOBOTEYEHMSA, pPOXe — Neroy-
Hble. KpOBOTOUYMBOCTbL MOXET HayaTbCsA B [AeTCTBE, HO yaule
BO3HMKaeT B 18—20 net n c BO3pacTOM MPOrpeccupyer, yemy
Crnoco6CTBYOT BO3pacTHble M3MeHeHMs cocyfoB. pu 4yacTbix
KPOBOTEYEHUAX Y 6ONbHbIX pa3BMBAETCA XPOHMYeckas MNoCT-
remopparuyeckas aHemus. Bce cBepTbiBatoliMe CBOCTBA Kpo-
BW npu 6onesHn PaHato — Ocnepa 6e3 OTKAOHEHWIA OT HOPMBI.

[OnarHo3. [Ana pacno3HaBaHWUsA 60/1€3HN BaXXeH CEMEMNHbIl
aHamMHe3, ofHako yb6efuTeNbHbIM [AMAarHO3 CTAHOBUTCHA NULb
Torga, Korga WMMeKTCA BuAMMble M OCOBEHHO KpoBOTOYaliue
3KTasnMy Ha BHYTPEHHel MOBEPXHOCTM Ty6, WEeK MAM B HOCY,
a TakXe Ha Tefe.

JleyeHune. MNcnonb3yloT MeCTHble M 06lMe KPOBOOCTaHaB-
NiMBaloLLMe CpeAcTBa, KpuoTepanuio, 3M1eKTPOKOoarynsuuio 3k-
Tasuii NpuM NOBTOPHbLIX KPOBOTedeHUAX. [locTremopparmyec-
KYIO aHEMWIO fleyaT, KaK Xenes3ofe@uUUTHYIO aHemMuio.

KAMNNNAPOMATUYECKAA MYPMNYPA

KanunnaponaTuyeckas nypnypa, wWaM ncesgoremodunns
Bunne6paHga, fIBNsieTCs remopparnyeckum fguaTtesom, obyc-
NOBNEHHbIM KOMGUHaL el [BYX HacnefCTBEHHbIX [e(eKTOB
B CBEpTbIBalOWIEA CUCTEME KPOBM: HEMOMHOLEHHOCTU KOH-
TPaKTUNbHbLIX CBOWCTB COCYAWUCTON CTEHKM (MO3TOMY BpeMs
KpoBOTeUeHUst Mo [lyKe pe3Ko YBeNWYeHO) W  HefocTaTouno-



cTu obpasoBaHMa TpombonnacTuHa. locnefHee CBA3aHO C yr-
HeTeHNeM cuHTesa AlT mn3-3a OTCYTCTBMA €ro axKTuBartopa.
[eHbl, OTBETCTBEHHbIE 33 CUHTE3 aKTMBAaTOpa, HaxXoAATCs B Of4-
HO XpPOMOCOME C reHamy, 00YCNOBAMBAKOLWKUMKU HOPMAnbHYHO
KOHTPaKTUNbHOCTb COCYAUCTOW cTeHkU. CogepxaHue AIlT B
KpoBWM y 60/bHbIX YMeHbweHO pJo 30—45% (npu remogu-
nmn — o 2—3%.

KnnHunyeckaa kapTuHa. 3aboneBaHue ualle BCEro BCTpe-
yaetcsa y feTeli, AeBYLIEK-NOAPOCTKOB U OHOWeRn. OHO npo-
ABNAETCA 4YacTbiIMW W OO6UAbHBIMA HOCOBLIMU KPOBOTEYEHMUSA-
MW, KPOBOTEYEHUSMW U3 [OeCeH, KeNnyAo4uno-KWHeYHOro
TpakTa, a y [eBYLIeK — ele U 00UNbHbIMUW, 3aTAXHbIMWU MEH-
CcTpyauussMmn, MaTOYHbIMU KPOBOTEYEHUSAMU.

Ona nuy ¢ 6onesHbld Bunnebpanga xapakKTepHbl acTeHU-
yeckoe TenocnoxeHue, 61eaHas TOHKas KoOXa C NpocBe4vuBa-
IOWNUMN BeHaMWU. Y [AeBYLIeK OTMe4yaeTCqs TMMONAa3ua MaTku.

Mpu KanuMANApoOCKONWW  BbLIABAAIOT  3Mr3aroob6pasHoOCTb
KanunnspoB W WX HECNoCO6HOCTb CYXWBaTbCsA MpWM  TpaBMe.
Bce 06blYHble MOKa3aTesM CBEPTbIBAOLLEA CUCTEMbI KPOBU MU
KONM4ecTBO TPOMOOUWTOB HOpPMaNbHble. Pe3KO  yBeln4YeHo
BpeMs KpoBoTeyeHUA no [yke — uHorfga [0 HECKONbKUX Ya-
coB. Bpemsa o6pa3oBaHus Tpom6oniaacTUHa TOXe YBE/UYEHO
(n3-3a otcyTcTBua akTuBatopa VIII daktopa). [ob6aBneHue
KpoBWM 601bHOro remogunuein A (He wumerowen VI dakTto-
pa, HO cofepxXalleil akTUBaTOp B HOPMAaibHOM  KOJINYECTBE)
yCTpaHaeT 3ToT pAedekT. Ary opmy KanunnaponaTuum Hasbl-
BalOT ncesgoremouavein A. Y yactum 6OMbHLIX  Kanuanapo-
naTueli cCoCyaMCTble HapyleHWs co4veTaldTCs C HefoCTaTKOM
thakTopa Kpuctmaca — ncesgoremounus B. Mog HasBaHueMm
Tpombonatum BwunnebpaHga — tOpreHca 06beAUMHEHbl  Chy-
Yyau, Korga U3MeHeHWe KOHTPaKTU/bHbIX CBONCTB COCYAOB CO-
yeTaeTcs C HeAOCTaTOMHOCTbK TpombouuTapHOro Tpombonna-
cTuyeckoro akrtopa (gaktop 3).

McesporemMoununsa He ABAAeTCA efuMHbIM  3aboneBaHUEM;
OHa 00befMHAET CUMHAPOMbI, B KOTOPbIX COCyAMcTas naTofo-
rMa coyeTaeTcs C HapylweHuWem naasMaTUyecKux WauM TPOM-
6ouMTapHbIX CBEpPTbIBAIOLIMX (aKTOpPOB.

JleyeHre cocTOUT B NPUMEHEHUNU reMocTaTu4eckunx
cpeAcTB (nNepenvMBaHMe KPOBWM M NAas3Mbl) U HazHa4yeHUU Kop-
TUKOCTEPOUAHOU U obuieykpennswwen Tepanuu. [pu BTO-
pPUYHOM ManoKpPOBUM MNPOBOAAT JfleyeHUe MocTreMmopparunyec-
Koii aHemun. OnepaTVMBHbIE BMELIATeNbLCTBA Yy 3TOM rpynnbl
60NbHbIX OMacHbl BCAeACTBME MOBbILIEHHOW KPOBOTOYMBOCTM.
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