OundpchbepeHumnanbHas guarHoctuka 3aboneBaHum

OudbdpepeHumnanbHas gpuarHocTtuka sabonesaHum
ceneseHKU y neTeu

YBenn4yeHue ceneseHkun

, KOTOpble 4YaCTb NaUMEeHTOB MOXeT YCTAHOBUTb CAMOCTOATENIbHO, ABNAETCA Ba>XHbIMUA PaHHUM U Beny
e
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Llenbto aToro COO6LI.I,eHI/I$| ABNAETCA NpeacTtaBsnTb Hanbonee BaXHble npun4nHbl cnneHomeranmm ¢ KnnH

AHaTommyeckme 1 yHKLMOHAaNbHbIE NPeaBaAPUTENbHBIE 3aMevYaHNs

HopmanbHas ceneseHka B3pocnoro secut okono 150-170 r. IHTpanepuToHeanbHO nexaunin opraH B

B kayecTBe BerHeI7I rpaHuLbl HOPMbI AN CoOHOrpadonyecku onpe,uenﬂeMoM BENYMHbI CENEe3eHKN B 6¢

CeneseHka

- 3TO BKJIIOYEHHbIV B CUCTEMY KPOBOODOpaLEHUS NMMADOPETUKY NSPHBIA OpraH, KOTOPbIA N0 MeHbLER M

BbIMNONHAET 4 3a4a4n

CeneseHka sBNSIETCSA YaCTbtO MMMYHHOM CUCTEMBI. [ TaBHbIM MECTOM peakuun B KOTOPOIA siBnisie
CeneseHka y4acTBYeT B HAKOMMEHUN N pa3pyLIEHNN HOPManbHbIX 1 NATONOrMYEeCKMX KNeToK Kp
Kak opraH, akkyMynMpyowmii KpOBb, YenoBe4eckas ceneseHka He UrpaeT HUKaKoh CyLeCTBEHt
Bo BpeMsi doeTanbHOro neprona cenes3eHka Hapsiay C Ne4YeHbto M KOCTHbIM MO3rOM  OTHOCUTCS K

WccnepnoBaHus ceneseHkn n obuue yKasaHus no nposeneHunio gudpgepeHumnanbHoro gnarHo3a cnnet
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OundpchbepeHumnanbHas guarHoctuka 3aboneBaHum

Mpw nanbnauumn cnepyeT obpalatb BHUMAHME Ha TO, YTO ceneseHka npw rnybokor MHCNMpaLwmm BbICT
Mpy MHPEKLUMOHHOM MOHOHYK/IE03€ U Manspuv nanbnauuto NPOBOANTbL CneayeT OY4eHb OCTOPOXHO, T:
OnpepnenHHble 3aKNOYEHMS O NMPUYMHE CMIEHOMEranmm yXXe MOXHO caenatb Ha OCHOBAHUN OaHHbIX K.

O6bIYHO 3TO CBSI3AHO C TEM, YTO MHJOEKLUMNOHHbIE UNU BOCNANUTENbHbIE OTEKWN CEeNe3eHkU Yalle BCero |

MnoTHble, Tyrne cene3eHkn 4acTo yKasblBaloT HA ONMTENbHO TeKylmne 3abonesaHuns.
Tak>xe 1 BennyMHa CeneseHkun gaeT BaxHble AndpdepeHumnanbHo-amarHocTnyeckme ykasaHms. Ypean
Tabnuua 1.

OdundodpepeHumnanbHbiil anarHo3 crnieHoMmeranum

1. LinpkynsaTopHble HapyLweHus (nopTanbHas runepTeH3ns)
2. NHpekunoHHbIe 3aboneBaHns
3. ["paHynemaTto3Hble BocnaneHns 1 ay ToMMMyHHble 3ab0neBaHus
4. BonesHn HakonneHns
5. ["'emMonunTnyeckne aHemum
6. Heonnaswnn Mmuenonossa
7. Heonnasnn nuMmgartmnyeckon cmcTemsl
8. [NepBrYHbIE ONYXONN CeNe3eHKU, KUCTbl N MeTacTasbl.

,D,Md)(t)epeHLlMaﬂbeIVI OnarHo3 crnneHoMeranmm oxeatbiBaeT Kak remMmaTtosiorm4eCckne 1ak n
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OundchbepeHumnanbHaa guarHoctuka sabonesaHum

HeremaTtonormnyeckune 3abonesaHus (tabn. 1). Moyt BCcerna yBenmyeHne cene3eHkn senseTcs
BblpaXkeHMEM Bbllle pacnonaraemoro 6onesHeHHoro npouecca. 3onnpoBaHHble
n06poKaYecTBEHHbIE NN 3/10Ka4YeCTBEHHbIE HOBOOOPA30BaHWS CENE3EHKM HanpumMep
ramapTpPOMbl, FEMaHrMOMbl UM FEMaHrMoCapKoMbl Ype3BblYaMHO Peakn 1 NOYTU He UrpakoT
HMKaKOW PO B MOBCEOHEBHOIN KNMHNYECKOW NpakTuke. Y AnBAsieT Takxe Hebonblias
yacToTa MeTacTa3npoBaHus B ceneseHky (2-3%), xoTs 6onblwas YacTb KPOBOTOKA CENE3EHKMN
npoxoanT 4yepes Pulpastrange n TaMm nHorga MoXeT 3a4epXmnBatbCs HA HECKOIbKO 4acoB.

3acToiHaga crnneHomeranns

ANKOrofibHOTOKCMYECKWIA 1 NOCTrenaTUTUYECKUiA LMPPO3bl NeYeHN 3To Hanbonee Yactas
npuymHa cnneHomeranun. OTek ceneseHky Npu 9TOM SBNSETCS Bblpa>XX EHUEM YBENNYEHNS
LaBNEHUsI B BOPOTHON apTepun (MopTanbHON rmnepTeH3nm) U 4acTo accoummpyeT ¢ ApyruMm
N3MEHEHVAMU, TaKMMM KaK METEOPU3M, acLMT, NOSIBNIEHNE KOXHbIX KOnnatepanei n sapuue
nuwesoaa. Yawe Bcero MMeeTcst NMMilb yMEPEHHOE yBeNNYeHne ceneseHkun. Kak cnencreune
rmnepcnneHn3mMa faxe y He KpoBoTOYaLMX NALMEHTOB MOTYT Pa3BUTbLCA YMEPEHHAs aHEMUS
N TPOMOOLIMTOMNEHNS, B TO BPEMS KaK 3HAYEHNS NeNKOLMTOB OCTATCS HOPMasibHbIMU.

Hapsioy ¢ umppo3om neyeHn n apyrve 3abonesaHns, NPUBOASILMNE K MOBbIWEHUIO NOPTANbHOMO
apTepuanbHOro gasneHusl, MoryT npoTekaTb C yBennyeHnem ceneseHku. lNprmepamm atoro
ABNSIOTCA TPOMO0O3 NopTanbHOM aptepumn, cuHapom Budd-Chiari (TpomboTmryeckoe
NepekpbITUE BEH NEYEHMN) UK OPYrne aKkcTparenarmyeckme 3abonesaHns, 06yCcnoBneHHbIe
HapyweHneM KpoBoobpalleHus. B KoHUe MOXHO Ha3BaTb TPOMOO3 BEH CeNe3eHKU, KOTOPbI,
HanprMep, MOXEeT PasBUTbLCS MOC/E NaHkpeaTmTa nnm Kkak Tpomboambonmyeckoe
OCNOXHEHME Y NaUuNEeHTOB C CONUOHBIMM ONYyXONSAMU U MAENONPONNIEPaATUBHBIM CUHOPOM.
OpnHako TpoMB03 BEH Cene3eHkmn He 06sa3aTenbHO NPMBOAUT K cnieHomeranun. B ogHom m3
nccnenosaHuii nposeneHHbix B Chfrite Berlin Tonbko y 42 (48%) 13 88 naumMeHToB C
XPOHNYECKUM MaHKPETanTOM N NEePKPbITUEM BEH CENE3EHKN MMENO MECTO YBENNYEHNE
CeNie3eHKMW.

N

3acToiiHas cnneHoMeranus MoXeT ObiTb TakXe Bbl3BaHa BEHO3HbIM 3aCTOEM MNepen NpaBbiM
cepauem, Hanpumep, Npu NpasocepLeyHon HegocTaTodHOCTU Unn npu Perikarditis constrictiva
(kapOnanbHas 3acToHas ceneseHka).

NHpekunoHHble 3aboneBaHus
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OundchbepeHumnanbHaa guarHoctuka sabonesaHum

BocnanntenbHo 0bycnoBneHHbIe yBENNYEHUS CENE3EHKM MOTYT BCTPEYaTbCs NPu LIENoM psiae
NHOPEKLUMOHHbBIX 3aboneBaHuii (Tabn. 2).

Tabnuua 2.

MpYYMHBI MHPEKLIMOHHO 0BYCNOBNEHHbIX CMIEHOMEranumi

4pt cellSpacing=0 cellPadding=0 border=0>

BakTepunanbHbie NHGoeKLMN

Cencuc

Endocarditis lenta

Typhus abdominalis

Q-nuxopagka

MunnapHbii Ty6epkynes

Bpyuennes

Nentocnupos

bonesHb Lyme

BupycHble nHopekLmum

NHpeKUNOHHbBI MOHOHYK1E03

lenatut A,BuC
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OundpchbepeHumnanbHas guarHoctuka 3aboneBaHum

Untomeranuns

AIDS

BaHanbHble BUpYCHblE MHPEKLUK (oeTn)

MapasunTtapHble MHEeKLMN

Manspus

Babe3nos

Kala-Azar

Bilhazidose

BonesHb Chagas

Mpw

bakTepuanbHOM cencuce

COHOrpaduyeckm noyTM BCerna BoiaBNSETCSA OT NErkon 40 YMEPEHHON CNeHOMeranus,
KoTopas, 0HaKko, U3-3a CBOE MATKOM KOHCMCTEHUUN Peako MoXeT OblTb npoLlynaHa.
lNaTonoroaHaTOMMYECKM NOBEPXHOCTb CENE3EHKN NMEET CePO-KPaCHYHO NOBEPXHOCTb
paspesa, ¢ KoTopow B 60NblIOM KonnyecTBe cHMaeTcs «Pulpabrei» nynbno3Has kawwuua.
Tpuagna: cybdoebpunbHas TemnepaTypa, WyMbl B CEPALIE M CNIEHOMeranust - 4ONXHbl Bceraa
3acTaBnAaTb Aymatb 00

aHOoKapauTe

. dpyrummn BaxHbiMn ondpepeHumnanbHbiMm agnarHo3amm oebpunbHOro yBenmyeHms
CeNle3eHKU ABNSAITCA CTaBlwne peoknuMm y Hac (Mmeetcs B Buay B [ epmaHmn)

MUNNapHbIA Ty6epkynes
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OundchbepeHumnanbHaa guarHoctuka sabonesaHum

Typhus abdominalis

Hanbonee yactas npuynHa cnneHomeranvm y Monoaplx ntoAew - 3To Bbl3BaHHbIA BUPYCOM
Ebstein-Barr

MHCPEKLMOHHBIA MOHOHYK1€03

, KOTOPbIA Nerko AnarHocumpyeTcs nNpy Hann4mm xapakTepHon KNMHUYe-CKOM KapTUHBI
(Angina tonsillaris, aHUKTepPUYHbIA renaTuT), BbISBIEHUM aTUMNYHbIX MOHOHYK/I€aPHbIX KNeTOK
(«Virizyten») B anpdoepeHLmManbHOM Maske KPoBY 1 MPoOBeAEHNN CEPOSIOrNMYEeCKNX TECTOB
(IgM-aHTuTENna NPOTMB BUPYCHOrO Kancui-aHtureHa supyca Ebstein-Barr, retepodounnbHbix
IgM-anTuTen npotne Hammelerythrozyten = peakuusa Paul-Bunnel).

Bo BpemMeHa panbHero Typmama y Hac npuobpeny 3Ha4yeHue B Ka4eCTBE NPUYMNHBI
CnNeHOMeranum Takxe 1 napasnTepHbie NpuymHbl. MpoToTunamMm SBNSAIOTCS Manapus n
Kala-Azar, nepeHocumble Ha Yenoseka komapamm (Anophelesmucke) nnn myxamm cemencTea
Phlebotomus.

MNpeobnapatowweii opmoii
Mansipum

B ['epmaHmm ato Malaria tropica, koTopas n3-3a CBOEro HexapakTEPHOro TeYeHUs nuxopanku
N N3MEHYMBOWN KIMHNYECKOWN KapTUHbI MHOrAa AnarHoCUMpyeTcsa TONbKO B CTaanm

MYIb TUOPraHHOM HeJOCTaTO4YHOCTU (KOMa, OCTpasi NoyYeyHas HeLoCTaTOYHOCTb, AblXaTelbHas
HeOOoCTaTO4YHOCTb, UMPKYNATOPHas HefoctTaTtoyHoCcTb). OCHOBHOM Haxoakon npu Malaria
tropica siBnsietcs TpombounToneHust. Mpu ocTpoit MansputHOM MHAPEKLNN He
NMMYHU3NPOBAHHbIX NYTELWECTBYIOWMX N0 TPONMUKaM yBeNMYeHNe cene3eHkn Jalule Bcero He
TaK BblPaXeHOo KakK Mpu XPOHUYECKU-PELMANBMPYIOWMX 3a60NeBaHNSX MECTHOrO HACeneHus B
Manapua-sHAEMUYHbIX panoHax.

i)

|

BucuepanbHbii nenwmMaHnos

, UMEIOLWEro ANMTENbHBIA MHKYOaLMOHHbIN Nepunof (3-6 MecsaueB), xapakTepusyeTcs
Bblpa>XXeHHOW renaTtocnneHomerannen, reHepann3mpoBaHHbIM yBen4eHneMm nuMmapaTnyeckmnx
y3110B, NMMX0PanKOM, NaHUUTONEHNEN 1 runepramMmarnobynmHeMmnei.

MNMoaTBepXaeHne anarHo3os 0bounx 3aboneBaHnii OCyWECTBASETCA reMaTonornyecknumm
MeTo4aMu: Npy Manspum npu BbiIBNEHUN NHTPASPUTPOLUTAPHOMO NNa3mMoans B Maske
nepudepudeckon kposu, npu Kala-Azar npu BblgeneHny aMacTUroTHbIX NeVUMaHnin B
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OundchbepeHumnanbHaa guarHoctuka sabonesaHum

PEeTUKYNAPHbIX KNeTkax KOCTHOro mosra. (HitanTte npononxeHue)

"paHynemaTto3Hble BOCNaneHusi u ay TouMMyHHble 3aboneBaHus

Mpwn npoeBeneHun audpdepeHunanbLHOro gnarHo3a cnegyer TakXxe yuntbolBaTb
HEeMHOPEKLIMOHHbIE 3a00-NeBaHNS Takue Kak capKouaos 1 KonnareHosbl. YBenmyeHune
ceneseHkn otmevaetca y no4ytn 10-20% naumeHToB ¢ Boeck.

JunarHos
capkongosa

OCHOBbIBAETCS Ha TUMNYHBIX PAANONOrNYECKUX NPOSBNEHNSX, TMCTONOMMYECKOM BbISIBIEHUM
HeKa3eOo3HblX SMUTENMOULHO-KNETOYHbIX FPaHyNeM B NIerkux U nevYeHu, 3Ha4nTenbHOM
yBenuyeHuun T-xennep numcpounToB B OpoHxmnanbeeonspHom naBaxe (CD4/CD8 koedonumeHT
>5), a TakXe NOBbIWEHHON aKTUBHOCTM aHIrMOTEH3MH-1-KOHBepTUpytowero aH-auma (ACE) B
CbIBOPOTKE.

C no4Tmn Takom Xe 4acTOTON BbISIBNAETCS YBENMYEHNE CENE3EHKU Npur

CUCTEMHOW KpacHOW BoN4YaHKe

. O cucTeMHoI KpacHO Bon4YaHke HEOOX0AUMO AyMaTb NPEXAe BCEro y MONOAbIX XEHLUMH,
Korga 0 HOBPEMEHHO UMEKOTCS HEOO BACHMMbIE NMPUCTYMbI MNXOPAAKU C MONUTOMHBIM
opraHHbiM nopaxeHunem. [lnarHo3 nogTeepXaaeTcs nyTeM obHapyXAeHWEM aHTUTEN NPOTMB
nsyxcnnpanbHoin JHK B cbiBopoTke 1 Hannyum opyrux ARA-kputepues (kputepres American
Rheumatism Assiciation).

Takxe npu

cnHgpome Sharp

(«mixed connective tissue disease») KOTOPbIA XxapakTepuU3yeTCsi UMMYHOIOrMYECKN NyTEM
BbISIBNIEHNS @HTUTEN NPOTMB SKCTPAPrMPyeMOro HykieapHoro aHTuTena, Moxet Habnoaatbes
crnineHomeranus. B 10 BpeMs kak peBMaTonaHbln apTpuT Yy B3POC/bIX O4EeHb Peako npoTekaeT

C yBeNM4YEeHMEM CeENEI3EHKN,

Still cunopom

7/15



OundchbepeHumnanbHaa guarHoctuka sabonesaHum

LEeTCKOro Bo3pacTta AaeT 3HauuTebHoe npeobnanaHve BucLepanbHbIX CUMATOMOB B hopMe
renaTtocrnneHoMeranum n yBenu4eHnst numaoaTnyeckmx y3nos.

g

~

Ocoboii hopMoii B3pOCoro Bo3pacta NposiBAsiowascs yBenm4eHmeM cene3eHku,
numdpageHonaTmen, a Takxe rpaHynoUNToNeHnsen aBnaeTcs

Felty-cuHopom

, BCTpeyawwminca y no4ytn 1% scex naunueHToB C peBMaTUY4eCKM apTpUTOM.
VIMMyHONnornyeckumm BeoywmMm nNposiBNEHNAMU SBNSAOTCS PEBMAakTopbl BbICOKMX TUTPOB,
onpeneneHne aHTUHyKNeapHbIX aHTUTEN, pearupyowmnx ¢ MeMOpaHHbBIMK CTPYKTYpamm
rpaHynoumnToB, a Takxe yactas accoumaums ¢ HLA-DR4. JleiikoneHus, reHe3 KOTOpow elwe
TOYHO HE N3BECTEH, MOXET NPMBOANTbL K YACTbIM HakTepuanbHbIM MHAEKLUSIM, YTO SIBNSIETCS
nokasaHuem ang cnneHektomun. Y 50% naumeHToB ¢ cuHApPOMoM Felty B KOCTHOM Mo3re
NMeeTCs TaXenoe HayplweHne Co3peBaHne rpaHynounTos, 4TO AONXKHO Bbl3biBATbCS
NMMYHOTOr NYECKMW.

Bones3Hn HakonneHus

B kauecTBe opyroi penkoi NpuyYmHbl CAEHOMEranum cnefyeT Has3eatb rpynny 6onexHen
HakonneHus. HaveaxHenwern kapTnHO 3ab0neBaHns ¢ TepaneBTUYECKON TOUYKN 3peHNs
aBnseTcs

6onesHb Gaucher

, ayTOCOMasibHO-PELIECCUBHO HacneayeMoe HapylleHre NMnuaos, NPYBOASILEE K HAKOMIEHUIO
naTonornyeckmx Luepebposnaos B Makpodparax peTmkynosHa0TeNmanbHoN CUCTEMBI.
Beoywum cumMnToMOM SIBNSIETCS MEANEHHO Nporpeccupytolas, 6e36oneaHeHHas onyxonb
CENe3eHKUn, KoTopast MOXeT LOCTUYb YPEe3BblYalHbIX PA3MEPOB.

LOpyrvne npuaHakn 3abonesaHns BKIKOHAIOT XenToBartas nam oxpsHas okpacka KOXHbIX
NOPOKOBO, 60NN B KOCTSIX U Aedbopmaumnm KOCTe.

[unarHo3 noaTteepx.gaetcs 6UoNCuiiHbIM NCCNea0BaHMEM KOCTHOMO MO3ra M Cene3eHku, B
KOTOPbIX BbISIBNSAOT NATOrHOMOHWNYHbIE KneTkn Gaucher, ybs 6negHo-ronybas umtonnasma
NMEeeT HeXHO-PUOPUNAPHY0 CTPYKTYpPY. MNpn 3aMelleHn oTCyTCTBYIOWEro aH31Ma B
HacTosilee BpeMs BO3MOXHO Kay3anbHas Tepanusi.
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AMUIongo3sl

, XapaKkTepunayoWwmecs 3KCTpaueNMtoNSPHbIM OTN0XEHNEM PUOPUANSAPHBIX NPOTENHOB
(b-Fibrillosen») n koTopble N0 cOCTaBy OTKNAAbIBAEMOr0 BONIOKHUCTOrO Matepmana
noopasfnensaTca Ha 6 No4rpynn, MOryT TakXe Bbi3biBaTb cnneHomeranuio. CeneseHka
06bI4HO yMepPeHHO yBenuyeHa. CUHOPOM rMnepcrnneHMn 1 paspbiB CENE3EHKN NPEACTaBNASIOT
coboli peakune ocnoxHeHums. MNpu Mmenoma-accounmpoBaHHoM AL-amMmnnonnose KnnMHnYeckas
KapTuHa 3aBepliaeTcs nonnHenponatnen, CUHAPOMOM KapnasibHOro TYHHenNs,

Makpor nmccuemn, N3MeHeHNsM KOXU 1 nonnapTtponaTtmnei.

AA-amnonpo3sbl (He MMMyHOT 10Oy IMH-aMUIONA) pa3BUBatOLLMECS B BUAE COMYTCTBYHOWMX
3a60neBaHunin NPU XPOHNYECKNX BOCMANMTENbHbBIX Npoueccax, 0Obl4HO NPOSBNSIOTCS
HedPOTUYECKMM CMHOPOMOM. [lnarHo3 nogreepXxnaetcs nyTeM BbiSBIEHUS OT/IOXEHUI
aMmunounga B TKkaHu, 06blYHO Npu B3ATUM BMONCUM NPSMON KMLIKW.

["feMonnTnyeckne aHeMum

He3aBncnMOo OT Bbi3blBAlOWEro NaToMexaHm3Ma npu Kaxnon popme reMonmTnyeckon aHemMmm
MOXEeT pa3BuTbCcs cnieHomeranusi. OHa ocHoBaHa Ha paboyeli runepnnasnm KpacHow
nynbnbl. Mononom Bo3pacT NauMeHToB, PELNANBUPYIOLLME NPUCTYMbI XENTYXN,
NOMOXWUTENbHbIN CEMEeNHbIA aHaMHe3 BCeraa Bbi3blBAOT MNOO03PEHNE HA Han4me
KOPMYCKYNSAPHON reMonnTuyeckoin aHemmu. Mpw, B Hawmux wupoTtax Hambonee
pacnpocTpaHeHHOW DOPMOI, HAacNeACTBEHHOM CAPEPOLMTO3€e YBENNYEHME CeNe3eHKN
OKasblBAETCS NMOYTU OBNUraTHBIM COCTOSIHMEM 1 BCTpeyaeTcst nodtn y 90% naumeHToB.
BenuyunHa onyxonu ceneseHkn noyTu napannenbHa BenmynHe remonusa.

]
e

IwnarHos nogreepxagaetcs TUMMYHON MOPAIONIOrnen spnTpoLMTOB B Maske nepudepunyeckon
KPOBW 1 onpefenieHneM NoHNXEeHHON OCMOTUYECKOM PE3UCTEHTHOCTWN NHOT A MOBbIWEHHON, 1
KOPUrMpyeMbIM TtoK030i ayToremonmaom. LlapoobpasHas chopma naTonormyeckux
9pPUTPOLIMTOB BbI3bIBAET TO. YTO B NPOYEM 0ObIYHOE LIEHTPANbHOE NPOCBETNEHNE KPOBSHbBIX
Teney 6onee He onpenensetcs. (YitainTe NpoaonxeHue)

Ecnu 310 0bHapyxmnBaeTcs y 60nee B3pOCnbiX A0 CUX NOP 3L0POBbIX NALNEHTOB, TO
BO3HMKAEeT HeobxoauMocTb NpoBeneHns Tecta Coombs, 4Tobbl UCKNIOYNTD
ayTOVIMMYHO-FEMOJIMTUYECKYIO aHEMULO, MPY KOTOPOI TakXe B Ma3Ke KPOBM ONpeaenstoTCs
wapoobpasHbie KNeTkn. Ay TOMMMYyHOreMONUTUYECKNE aHEMMM Yalle Bcero obycnasnmBatoTCs
HEeMnonHbIMK TENNOBLIMK aHTUTENnamun Tuna IgG n MoryT BcTpeyaTbcs 6e3 pacno3HaBaeMoii
MPUYMHBI (MAMONATUYECKN) NN BTOPUYHO NPU PasnunyHbiX 3aboneBaHnsx (3n1oKka4eCTBEHHbIE
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OundchbepeHumnanbHaa guarHoctuka sabonesaHum

NMMAOOMBbI, TUOMbI, KonnareHo3bl, Colitis ulcerosa, MHEKUNAX BbI3BAHHbIX BUPYCOM
Ebstein-Barr n mukonnasmamm) nocne akcnosnumnm K NeKapCTBEHHbIM Npenapartam.

B tabnuue 3 npeacTaB/ieH NnaH OCHOBHbIX WAaros oMarHOCTUKKU N andpgoepeHunanbHoro

InarHosa reMonmTmnyeckmx 3abonesaHuii.

Tabnuua 3. [JoCTOBEPHOCTb PasfiMyHbIX METOOOB MCCNenoBaHNA Ans AnddepeHunanbHOro
auarHosa remonmMTuYeckom aHeMmm

1. AHaMHes3

3aboneBaHns pyrmx YneHOB  CeMbu?

Paca n HaunoHanbHOCTb nauveHTos?

Bpo>XaeHHbIN KOpryCcKy NspHbINA nedekt

Tanaccemus

CepnoBnaHoO-KNneTo4Has aHemMns

"emornobuH C-60nesHb

Hedovunt rNoK030-6-pocpar-aernoporeHassl

HecTtabunbHbii remor nobuH

MNprem MeonkaMeHToB?
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Me,EI,I/IKaMeHTO3HO-I/IH,EI,yLI,I/IpOBaHHaFI remMmonmTnyeckasa aHemMun4

akenosnums K xonooy?

"eMonuTuyeckas aHemus X0NnoOoBbIMN aHTUTENAMA

MapokcuamanbHas xonogosass  remornobuHypus

LiBeT yTpeHHein moun?

I'IapOKcmsMaanaﬂ HO4YHas I'eMOI'ﬂO6I/IHypI/Iﬂ

2. Mopdonorus spuTpouUnTOB

LuaDOBbIe KNeTKn

HacnencteeHHbIN cdhepoumnTos

ONMNTONOHbIE KNETKK

SONNMNTOoUMTO3

CbpaFMeHTOLI,VITbI

MI/IKpoaHFI/IOI'IaTI/I‘-IeCKaFI remMmonnTnyeckas aHemMuns

3. Tect Cooms

AyTOI/IMMyHOFeMOJ'II/ITI/I‘-IeCKaH aHeMuns

Me,D,VIKaMeHTO3H0-O6nyIOBJ’IeHHaﬂ NMMYHOJTIUTNYECKasd aHeEMUA

TpaHCdy3nOHHbIE Heyoaun
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4. Heinz-Korper-tecT

HedekT sH31mMoB

HecTabunbHbIi remor nnoobuH

Tanaccemus

5. NlccneposaHme aH3MMOB

OH3MMONEeHNYeckmne remMonnTn4yeckmne aHemmnin

6. OnekTpocopes remornobuHa

Tanaccemun

"emornobuHonaTum

7. TecT caxapHoi BoOomn

MapokcmamanbHas HoYHas remMor nobuHypums

8. Kucnbin-Ham-tecTt

napOKCMSMHbHaﬂ HO4YHas FeMOF}'IO6I/IHypI/I$|

OcTpble nenikemunn

B oTnnyne oT MHeHNs y4ebHMKOB, y NaUMEHTOB C OCTPbLIMU NERKEMUSIMU OTHOCUTENBHO PELKO
OTMeYaeTcs nanbnupyemoe yBenunyeHune ceneseHku. Npu Hambonee YacTtoi hopme nerikemmm
B3pPOC/IOro Bo3pacTta , ocTpon mmuenonaHon nemkemun (AML) yactoTa cnneHomeranmm
cocTaBnseT okono 25% . Ha cobctBeHHOM onbiTe (231 NaumeHT ¢ OCTPO MMENOWIHOW
nevikemmnein) cnneHomeranns otMedyanacb gaxe 1onbko B 15%. Y naunmeHToB ¢ oCTpoi
numgpatnyeckon (ALL) nnmn octpon HegudodpepeHumpyemon nenkemmnen (AUL) yactorta
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cnneHomerannum HeCKObKO BbIlE U COCTaBMNSET, MO AaHHbIM HEMeLKOoro nccnegosaHus ALL,
TO4YHO 40% .

JnarHo3 ocTpon nekemMmn gONXeH onNnMpaTbCs TakXe U Ha ApYyrne KInHn4yeckme
nposiBneHns. TepaneBTUYeckn 3HaYNMMOe pasrpaHnyeHme oCTpon MMeNONLHON NenkeMmm
OCTPOV NMgraTNYecKomn nemnkemMmm NPoNCXoamT Ha OCHOBAHUN LINTONOMMYECKMX,
LUTOXMMUYECKUX N UMMYHONOrMYECKNX Xxapak-TepuUCTUK KNeToK KOCTHOro Mo3ara.

Bonbwoe 3HayeHe NO3TOMY NPUOAETCS YBENMYEHUIO CENE3EHKM NPU NOCTAaHOBKE AMarHo3a u
IndpdepeHunanbHOM anarHo3e XpoHM4eckoro MyuenonponngepaTmsHoro CUHOpoMa.
XpoHuyeckas muenongHas neinkemmsi (CML) n octeoMmnenocknepos siBnsitoTcs 06nmraTHoiMm
npwv yBenn4eHnn cenes3eHkn, Kotopas B OTAE/NbHbIX CnyYasx MOXeT OOCTUraTb rMraHTCKuXx
pa3MepoB. Takune ruraHTckme cene3eHkn npu ayTonTUYECKMX NCCneaoBaHnax MoryT
nocturatb Beca 10 kr.

Takxe v npu Polycythaemia vera no4tn y 80% naumMeHTOB yXe rnpy NoCTaHOBKE AnarHosa
BbISIBNAETCA cnneHomeranus. [osToMy oHa amepukaHckom rpynnon nayyveHus Polycythemia
vera Obina BBeAeHa Kak OCHOBHOW KpUTepuii B anchdoepeHLmanbHblii AmarHo3 aBTOHOMHOTO U
BTOPUYHOI0 3pUTPONOE30B. B 0TAnymne o1 XpOHNYECKON MNENONOHON NenkeMum un
OCTEOMMENIOCKNepo3a Yalle BCero MMeeTcs Nuilb YMEpPeHHOe YBeNNYEeHNe Cenes3eHku.
3HaunTenbHoe yBeNMYeHne pasmepa cene3eHkn B TedeHme 3aboneBaHnsi roBOPUT 3a NEPExXoL
Polycythaemia vera B MmenocpunbpoTtmyeckyto ctaguto. dcceHumanbHas TpoMbounTeMns
oTnnyaeTcs OT opyrux gopm MmenonponmdepaTnBHOro cMHopomMa TeM, 4To B HaYane o4eHb
penKko uMeeTcs crnieHomeranums.

PasymMeeTcsl, 4TO COCTOsIHNE cene3eHkn npeactaBnseT coboit ToNbko anddepeHumansHo
OMarHOCTUYeCKUin Kputepuidi. TOYHOE HO30MornYeckoe onpeaeneHne KapTuHbl 3aboneeaHns
npeanonaraeT NpoBefeHne TwaTenbHOM reMaToIorM4eckon AMarHoCTUKN BKIKOYasa KapTUHy
KpOBM 1 andpdpepeHumanbHOro Maska, onpeaeneHune WwenoyHom dpocgarasbl NekKoLunToB,
LUUTONOrN4eCcKoe N rmcTonornyeckoe NnccnenoBaHne KOCTHOro Mo3ra, a Takxe
LMTOrEHETUYECKYIO N UHOIAa MONIEKYNSPHO-FEHETUYECKYIO AMArHOCTUKY.

Mwuenoancnnactuyeckuii cuHgpom (MDS) penko npoTekaeT ¢ yBennyeHnem cenedeHku. o
LAaHHBbIM 60/bWNX COOPHBIX CTATUCTUYECKMX UCCNEN0BaHMIA OHA BCTPEYAETCA TONbKO Y
12-21% naumeHToB C MMENOANCNNACTUYECKMM CMHOPOMOM. VickniovyeHre npeacrasngeT
XpoHuyeckasa mmenomoHouutapHas nenkemmns (CMML) xapakTepuaylowascs ysenm4yeHnem
MOHOUMTAPHbIX NPeacTaauii B KPOBU U KOCTHOM MO3re 1 Mo KIMHUYECKUM 1
remMatofiorm4ecknM KpUTEPUSAM 3aHNMaeT NPOMEXYTOYHOE NONOXEHNE MeX ay
MMENOANCMNACTMHECKMM N XPOHNYECKN-MUENONPONNGEPATUBHBIM CUHOPOMAaMMU.

Y 33-70% nauneHToB C XPOHUYECKON MUENOMOHOLIMTAPHON NeinkeMnen npu noctaHoBke
AnarHosa oTMevaeTcs cnneHomeranms. B peakumx cnydasax MOXeT faxe pasBuTbCs
«TMraHTCcKas cenes3eHka» ¢ CMHAPOMOM rMNepPCnieHn N CUMNTOMATUKOM aba0MMHANbHbBIX
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6oneit (peunanBupytolwme NHAPKTbl CeNe3eHKU, NPOSIBNEHNS FaCTPONHTECTHANbHbIX
3amelleHnin). OT XpOHUYECKON MNENTIONOHON NeNKeMUM OTIMHAETCS XPOHNYecKas
MWENOMOHOUMTapHasa nemkemMmns cpeam npoyero otcytcTenem ®duna-aenbUncKon
xpomocombl nnn BCR-ABL-rnbpnaHoro rexa.

v A

3nokayecTtBeHHas numdooma

Takxe n gns reteporeHHor rpynnbl 3abonesaHnin 3n10Kka4eCTBEHHO NMMEOMbI BbISIBNEHNE
crnneHoMeranMm NMeeT BaXXHoe AnarHoctTnyeckoe, o epeHumanbHoanarHocTu4Yeckoe u
NporHocTuyeckoe 3HaveHue. Xots B oTHoweHun Hodgkin n Non-Hodgkin numcoom ysennyeHune
CENEe3EeHKUN ABNSETCS BaXHbIM KNIMHNYECKMM NapamMeTpoM A5 OLEHKM cTaamm
pacnpocTpaHeHns 3aboneBaHnst N Macchbl OMyxosu.

Hm\kaum

L

C pacwmpeHnem cerogHs NPUMEHSEMbIX Knaccudukaumii IMMgOOM okasanocb, 4T0 0COBEHHO
HEeKOTOpble BapnaHTbl HU3KO-3nokadyecTBeHHon Non-Hodgkin-numgoomMbl MOryT npoTekaTb C
0COBEHHO BblpaxeHHoW cnneHomeranueir. K TakMm 0THOCMTCS MMMyHOLIMTOMA, KOTopas y
HebOoNbLIOro NPoLEeHTa NaLMeHTOB OrpaHNYMBaETCsl Cene3eHKol, BONIOCMHYATO-KNeToYHas
nenkemuns (HZL) n nponumgoountapHasa nenkemus (PLL).

B 60nblwoM ntanbsHckoM nccnenosaHmm y 6onee 4em 85% naumeHToB C
BO/IOCUHYATO-K/IETOYHOM NerkeMumen npy NoTcaHoBKe AMarHo3a yxe umenach
cnneHomeranus, y 25% nauneHToB ceneseHka Bbixoauna 3a kpai pebepHoli oyru Ha bonee
yeM 10 cM. (HmMTanTe NnpooonXxeHue)

B oTHOWweHWn nponnMdoumTapHon nenkemMmm oTMe4aeTcs TUNUYHO HECOOTBETCTBME MEX Y
MacCVBHOW criieHoMeranmen n oTCyTCTBMEM U ManoBblpaXXEeHHOCTbIO YBETMYEeHNEM
nuMaTnyecknx y3nos.

JlnarHo3 BONOCUHYATO-KNETOYHON NENKEMUN 1 NPONUMAOLMTAPHOM NENKEMUN YacTo
CTaBUTCS HA OCHOBaHWN Maska rnepudepmnyeckon Kpoeu. Tak Kak y nauneHTos ¢
BOJIOCMHYATO-KNIETOYHO NelikeMmneli 4acTo MMeeTCs NeiikoneHns, HyXXHo 06s3aTenbHO
HasHaunTb Buffy Coat- npenapart, 4To6bl 06NerynTb BbiSBNEHNE BONOCUHYATBLIX KNETOK. Y
BOJIOCUHYATbIX KNETOK MMetoTCcs 6axpomMyaTtble BbIPOCTbI LMTO-MNa3Mbl, @ LUTOXMMUYEKM OHM
XapakTepuayrTcs TapTpaT-pe3nCTEeHTHOM KMcnoi dpocdaTtasoit. 1 Ha-06opoT, y NaumMeHToB ¢
nponMMoumnTapHO nemnkemMmnein, kak npasnno, oTMeyaeTcs NoBblWEHHOE KONMNYECTBO
neiikoumnToB (Ao 400 000/ml). OnyxoneBble kNeTky 60/blue, YEM MPU XPOHUYECKOWA
nuMdbaTnyeckon neikemnn n obpallaoT BHUMaHWe CBOEl Bblpak eHHOA
(«BOAHOMpPO3payHom») conntapHon Nukleolus.
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NMMyHOUMTONOrMYECKN MOXHO pasrpaHnynTb B-PLL (Bbicokast n1oTHOCTb MeMBpaHHbIX
MMMYHOTremMor nobnHoB) 1 T- KNEeTOYHbIE BApMaHThl (NpenMyLllecTBeHHas akcnpeccus CD4).

Lpyron ypessbl4aiHO peakon eauHULIOM YacTo NpoTeKalwWwen co CnneHoMeranmen asnsaeTcs
neHanbHas nuMmdomMa ¢ BUINo3HbiM1 numdpoumtamm (splenic lymphoma with villous
lymphocytes, SLVL). 310 3abonesaHne KOTOPOE LOMXKHO OTHOCUTCS K NMMPOLMTAPHBIM
nMMcpomam Hapsioy C BbipaXeHHOM OMyX0onbio CeNe3eHKN XxapakTepnusyeTcsl yMepeHHo
MOBbIWEHHbIMX Konn4yecTeamu nenkoumtos (8o 40 000/ml), unpkynupyowmmn B-numdoumntamm
c Mopdoboniorvei noaobHok BONOCMHYATBLIM KNneTkaM (0T-HocuTenbHoe konmyecteo 40-100%) a
TakXe 4acTo MOHOKNOHaNbHoM rammonartunein (60% nauneHToB). TakXxe B MOPEIONOrM4ECKOM
dOEeHOTUNE UMEIKDTCSH NEepeceyeHns ¢ BONIOCUHYATOKNETOYHON nenkemmen, ogHako CD11c-
CD25- aHTureH npu SLVL HeraTtuseH.

WcTounuk: C. Aul, U. Germing, G. Meckenstock und A. Heyll. Differentialdiagnostische
Uberlegungen zum Problem der Splenomegalie. Padiat.prax. 54, 69-82.

Mepesoa ¢ Hemeukoro — KO.M.Bor naHos, kadenpa negmatpumn ®INK CesepHoro
MeIyHuBepcuTeTa

Cratbs onybnunkoBaHa Ha caitemedolina/
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