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JpUTPOLUTO3bI. YTO [OSKEH 3HATb MHTEPHUCT?
Erythrocytosis. What Should an Internist Know?

Peslome

BBepeHume. SpuTpoLMTO3bl MPEACTaBAAT 3HaUNUTeNbHyl0 AnddepeHUmanbHO-gMarHocTnye-
CKyto Mpobnemy B COBPEMEHHOW KIMHNYECKON NPaKTUKe.
Llenb nccnegoBaHus: aHanms LOCTYMHbIX IMTEPATYPHBIX MCTOYHNKOB OTHOCUTENIbHO 3TUOMOTN,
natoreHesa, AuarHocTuKK, anddepeHLnanbHOM AUarHoCTUKY SPUTPOLIMTO30B.
Marepuanbl 1 metoAbl. Pe3ynbtaTbl CCNefOBaHMI Haxoaunu B 6a3ax AaHHbIx Scopus, JAMA,
Scolar, NCBI, Cochrane Library, Ulrich’s Periodicals Directory n PubMed 3a nepnog 2000-2018 rr. no
KJIlOUEBbIM C/IOBaM, KOTOPble MMEIOT OTHOLLIEHME K 3TUOMOrK, NaToreHesy, AnarHoctuke, andde-
peHLManbHON ANarHoCTUKe SpUTPOLMTO30B, HE3aBUCMMO OT UX A13aliHa.
ABTOpamu 6blIV MCMONB30BaHbI Crieayiole MeTofbl: MHGOPMALMOHHO-aHANIMTUYECKINA, 61bnno-
CeMaHTUYeCKNiA, CUCTEMHOTO NMOAXOAA, CTPYKTYPHO-TIOMMUYECKOro aHanmn3a y CPaBHUTESIbHOTO KOH-
TeHT-aHanm3a.
Pesynbratbl. B nekuuy n3noxeHbl 3TMONOrMA, maToreHes, AMarHOCTVKa, AuddepeHumanbHasa
LMarHOCTVKa spnTpoLmTo30oB. Ocoboe BHUMaHVeE yaeneHo nx nabopaTopHoii AnarHoctuke. MNpeg-
CTaB/eHbl COBPEMEHHbIE B3MAbl Ha NPUPOAY UCTUHHON nonvuntemumn. OCBeLLeHbl KNMHMYecKas
KapTMHa C yYeTOM 3HAaUMMOCTM Pa3paboTaHHbIX HOBbIX MArHOCTUYECKNX KPUTEPUEB, a TakKe KNu-
HMYecKoe TeueHre UCTUHHON nonuumTeMmn. NMpuBeaeHbl AaHHbIE O XapaKTepe OCNOXHEHWI 3TOrO
3aboneBaHVA, B YaCTHOCTM BEHO3HOTO W/UNK apTepuanbHoro Tpombo3a, TpaHchopmaumm B NocT-
NoNMUUTEMMNYECKU MUenodrbpo3 1 OCTPbIA MUENONENKOS.
KnioueBblie cnoBa: 3pnTpOLUTO3, UCTUHHAA NOAULUTEMUA, SPUTPEMUSA, MenonpondepaTBHbIe
3aboneBaHuA, STNONOTYA, NaTOreHes, AMarHoCTUKa, AndpdepeHumanbHan AnarHocTuKa.

Abstract

Introduction. Erythrocytosis is a differential diagnostic problem in clinical practice.

Purpose. To conduct a systematic analysis of available literature sources for the study of experience
on etiology, pathogenesis, diagnostics, differential diagnostics of erythrocytosis.

Materials and methods. The results of researches were found in the Scopus, JAMA, Scolar, NCBI,
Cochrane Library, Ulrich’s Periodicals Directory and PubMed databases for the 2000-2018 with the
keywords related to the experience of etiology, pathogenesis, diagnostics, differential diagnostics
of erythrocytosis regardless of their design.

The authors used the following methods: information-analytical, bibliosemantic, systematic
approach, structural and logical analysis, and comparative content analysis.

Results. The modern ideas of the etiology, pathogenesis, diagnostics, differential diagnostics of
erythrocytosis are described. Special attention was paid to their laboratory diagnostics. The current
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concepts of true polycythemia are reviewed. The clinical picture and new diagnostic criteria are
discussed. The data on the incidence and prevalence of the disease and its complications are
considered, including venous and/or arterial thrombosis, transformation into post-polycythemic
myelofibrosis and acute myeloleucosis.

Keywords: erythrocytosis, true polycythemia, erythremia, myeloproliferative neoplasms, etiology,
pathogenesis, diagnostics, differential diagnostics.

B BBEOEHWNE

SpUTPOLMTO30M Ha3biBaeTCA YBENNYEHNE KONMMYEeCTBa SPUTPOLMTOB B
nepudepryeckoi KPoBK, KOTOPOEe CoYeTaeTCA C MOBbIWEHNEM KOHLeHTpa-
uMmn remornoburHa, nokasartenen rematokpuTa U Maccbl LPKYINPYIOLMX
3PUTPOLNTOB CBbILLE HOPMasbHbIX BO3PACTHbIX 1 GU3NONOrMYECKMX 3Ha-
YeHuii [9]. JTabopaTopHbIMY MPU3HaKaMU 3pUTPOLMTO3a ABNIAETCA yBenye-
HIe KOJIMYeCTBa 3PUTPOLMTOB B Nepudeprueckor Kposu cabile 5,0x10'%/ n
Y KEeHLUVMH 1 6onee 5,5X10'%/n y My»UMH, KOHLEHTPALMN reMoriobrHa CBbl-
we 164 r/ny »eHWwuH 1 172 r/n y My>K4rH, NoKa3aTena Maccbl LUPKYINpyto-
LMX SPUTPOLMTOB CBbILE 32 MI/KF Y KeHLMH 1 6onee 36 MI/Kry My>KUuH,
reMaTtokpuTa COOTBeTCTBEHHO cBbiwe 0,47 1 0,48 [2, 14, 18].

B LEJTb NCCJIEOOBAHUA

Wcnonb3ya meToabl MHPOPMALMOHHO-aHanUT1Yeckoro, 6ubnmnoce-
MaHTUYeCKOro, CMCTEMHOrO MOAXOAA, CTPYKTYPHO-NIOMMYECKOro aHanmsa
1 CPaBHUTENIbHOTO KOHTEHT-aHanm3a 0606WwuTb 1 CUCTeMaTM3NPOBaTh Co-
BPEMEHHble aHHble OTHOCUTENIbHO 3TVOMIONMN, NaToreHesa, AUarHOCTUKM,
anddepeHLmanbHOM AMAarHOCTUKN 3pUTPOLIMTO30B.

B PE3YJIbTATbI N OBCYXXAEHUE

DTnonorna N natoreHes. YsennuyeHve KonmMyecTsa LMPKYINPYOLWNX
SPUTPOLNTOB 1 reMoriiobuHa B eiviHULEe obbema neprdepryeckon Kposu
MOXET OblTb Kak OTOOpakeHrem muenonponudepaTrBHOro 3abonesaHuns,
Tak 1 NprcnocobmTenbHO-afanTaLUMOHHbIX Peakuuii B opraHM3me B OTBET
Ha CUCTEMHYIO WU NIOKaJIbHYIO FMMOKCMIO, @ Takke pAfa MaTonormyeckmx
NpoLeccoB, 06YCNIOBEHHbIX M36bITOUHON NpoayKuuel GakTopoB CTMY-
NALMW SPUTPOMO33a, CryLEHNA KPOBU NPU 06€3BOXKMBAHNM, SK30reHHOM
CTUMYIAALMU 3PUTPONO33a Pa3HOOOPa3HbIMU NPUYMHAMM U HACNIe[CTBEH-
HocTblo [14, 18, 19].

M3 3a6oneBaHnin CUCTEMbI KPOBU — SPUTPOLINTO3 CBONCTBEHEH ANA UC-
TUHHON nonuuntemumn (UM), sputpouuTeMmnyeckonn Gasbl cybnekemmye-
CcKoro muienosa n cuHapoma Pesonsa (Revol). UMM (cHoHMMbI: 6one3Hb Bake-
3a - Ocnepa (Vaquez - Osler), aputpemus, UCTUHHaA KpacHas nonvrnoby-
Nns) ABNAETCA KNOHaNIbHbIM MuenonponundepaTrBHbIM 3aboneBaHem 13
rpynnbl HEOMIA3ni C NMOPAXXeHMEM Ha YPOBHE KIeTKU-NpelLecTBeHHLbI
MUenonos3a 1 xapaktepusyeTtca nponudepaumen 3pUTPOULHOro, rpa-
HYNOLIMTapHOroO, MerakaproLuTapHOro POCTKOB KPOBETBOPEHMWA, C npe-
MMyLLEeCTBEHHOI Nponvdepalmen 3puTPoONAHOIO POCTKA KPOBETBOPEHNS,
YBENMYEHMEM KOSIMYECTBA SPUTPOLUTOB U KOHLIEHTPaLMX reMornoburHa,
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NenKoumMTo30M, TPOMOOLIMTO30M B Meprudepnyeckon KpoBU, a TakKe ak-
Kymynaumen ¢GeHoTUNUYECKN HOPManbHbIX SPUTPOLIMTOB, NIENKOLUTOB U
TPOMOOLIMTOB 1 UX NPEALLIECTBEHHUKOB NMPU OTCYTCTBMUN N3BECTHBIX GpU3UNO-
NOrnyecknx ctumynos [4-6, 12]. 3aboneBaHvie BrepBble ObifI0 OMKCaHO B
KOHL{e M03anpoLuioro — Havane npowsioro Beka [17, 28]. Ha cerogHAwWHMIN
feHb N3BEeCTHO, YTO MpaKTnyeckn Bce naumeHTbl ¢ UM asnAatoTca HocuTe-
namu myTtaumm JAK2V617F nnn gpyrnx GyHKUMOHaNBHO CXOAHBIX MyTaLuii
[14, 18, 22]. Mo gaHHbIM M3 YKkpauHbl (2015), pacnpoctpaHeHHocTb UMM co-
cTaBnseT 8,53 Ha 100 TbiC. B3pOC/IOro HaceneHus, a 3abonesaemoctb — 0,77
Ha 100 Tbic. MakcmManbHasa pacnpocTpaHeHHocTb UMM Habnogaetcs B Bo-
nblHCKoW, JIbBOBCKOW, YepKacckom n [JHenponeTpoBcKo obnactax — 22,68,
19,73, 16,96 n 15,51 Ha 100 TbIC. B3pOCAOro HaceneHna COOTBETCTBEHHO.
B r. Kuese n Knesckon obnacty nokasatenu pacrnpoctpaHeHHocTn UM co-
CTaBNAT COOTBETCTBEHHO 6,05 1 1,99 Ha 100 TbiC. B3POCNOro HaceneHus.
3aboneBaHvie BO3HMKAET MPENMYLLECTBEHHO Y UL CTapLueli BO3pacTHOM
rpynnbl, olHaKo HabntogaeTcsa ny monopbix. Teuerve UM getanbHo onucaHo
B COOTBETCTBYIOLMX PYKOBOACTBaxX [2, 14, 18]. B nocnegHee Bpema nosasu-
JNCb JaHHble O BAUAHUW JUCLMPKYNATOPHON MMMNOKCUK, 0BYyCNOBEHHOM
MOBbILEHHOW BA3KOCTbIO KPOBY NPU 3pUTPOLNTO3aX, Ha GYHKLMOHanbHoe
cocTosAHne HepBHOM cuctembl [10, 11]. Paclumpunucb cBegeHna o BTOpUY-
HbIX MeTabonnyecknx HapyweHuax npu UM un C3 [8, 10, 11]. Ncxonom 3ab6o-
NeBaHUsA ABMAETCA NOCTNONULUTEMUYECKI Muenodrnbpos nnm TpaHchop-
Mauua B nenkos [3, 7, 27].

CrvHgpom PeBonA nposABnAeTcA 3CCeHUManbHbIM  TPOMOOLMTO30M,
remopparvaMn U3 CAM3UCTbIX 060N0YeK U MULEBAPUTENbHOrO TPaKTa.
Mpu nporpeccnpoBaHnm 3TOrO CUHAPOMA NOABNAETCA SPUTPOLNTO3, NENKO-
LUTO3, rMneprnpoTerHEMUS, CTTIEHOMEranus, TPOMO03bl U TPOMOOPNEOUTLI.
3aboneBaHue, Kak NpaBuo, MPOSABAETCA B NOXUIOM Bo3pacTe [9].

OTgenbHO cnefdyeT BblAeNWTb FPYNMNy Tak Ha3blBaeMbIX CTpecc-
3pUTPOLUTO30B, KOTOPble 06YCNOBMIEHbI BLIXOAOM 3PUTPOLUTOB U3 feno.
MNcrnxoamoLmoHanbHoe nepeHanpsaxeHve, rybokre nepexusaHus, bec-
COHHULA, TAXKESbI TPy U HeoOblYHas ANA opraHr3ma pursndyeckasn Harpys-
Ka, TMNepTOHMYECKNI KPY3 U TaK Janee MoryT obycnioBUTb MOBbILIEHNE
YPOBHSA KaTeXoNaMVHOB 1 APYriX ryMmopasbHbIXx pakTopoB, KOTOpbIe, Bbl-
3blBaA BO36YyxaeHWe anbda-1-agpeHopeLenTopoB ceNe3eHK, ee cokpa-
LleH1e 1 BbIXOA AENOHNPOBAHHBIX B HEW SPUTPOLMTOB B Nepudepuyeckimin
KpoBOTOK. CTpecc-3pnTpoLmuTo3y CBONCTBEHHA obpaTMMasa AUHaMKKa BO
BpemeHu [9].

SpUTPOLNTO3 Kak 3aKOHOMEPHOE AB/IEHNE BO3HUKAET B YC/IOBUAX Bbl-
COKOropbsl. JPUTPOLIMTO3 UHTEPMUTTUPYIOLLErO XapaKTepa MOXeT Habnio-
[aTbCA Y 1L, BbINOJIHALMNX KECCOHHbIe PaboTbl, 1y MOTOB.

HacnepctBeHHble 1 cemeliHble 3pUTPOLMTO3bl HAbMIOAAIOT Cpean Ko-
peHHbIX xuTenen AkyTun-Coxu, Hapogos KpanHero Cesepa, YykoTkn, Ana-
cKu. VX nponcxoxaeHne CBA3bIBAKOT C peLeCCMBHO-HACNeACTBEHHbIM MyTeM
nepegauu [1, 13, 19]. OgHAKO BMOJIHE BO3MOXHO, YTO OHU MOTYT ObITb 00Y-
CNOBJIeHbl ONpeaeneHHbIMU HaPOAHbIMY TPAANLUAMMN NMUTAHWA, MUHEpPano-
reosiorMyeckumMm 0COBEHHOCTAMY TePPUTOPUMN NMPOXKMBAHUA U T. .

SpUTPOLUTO3bI, KOTOpble OBYC/IOBMIeHbl 00e3BOKUBAHMEM WU Bbl-
XOAOM BOfbl N3 COCYANCTOrO pycsia B TKaHW, Ha3blBalOT OTHOCUTENTbHbIMM
VNN TEMOKOHLEHTPAUNOHHBIMU. TaK, 3pUTPOUNTO3bl, OOYC/IOBNEHHbIe
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runosonemueri, Habn[aloT NPy NoTepe BOAbI OPraHM3MOM BCieACTBME:
CUNbHOTO MOTOBbIAENIeHNA (PaboTa BO3/ie MapTeHa, Ha MPOKAaTHbIX CTaHaXx,
npe6biBaHWe B NyCTbiHe 6e3 BoAbl, NpU UHPEKLNOHHbIX 3a6011eBaHNAX U
T. A.), Anapen 1 pBoTbl (OCTpble NAHKPeaTUTbl, 060CTpeHMe racTPUToB U
A3BEHHOWN 6051e3HUN, 0O BEMHbIE NPOLECChl MO3ra, MHPEKLMOHHbIe 3aborne-
BaHVA C MOPa)KeHEeM NULLEBAPUTENIbHOIO TPaKTa U Tak farnee); ketoauun-
[o3a npu caxapHom anabete (CJl), MaCCMBHbIX OXKOrax, HEeKPOTUYECKM-A3-
BEHHbIX U3MEHEHUAX KON 1 T. A. [9].

AGCONIOTHBIA 3PUTPOLUTO3 MOXKET ObITb MPOSBJIEHVMEM LIENIOrO psaaa
pa3HbIX MO MaToreHeTMYeCcKM MexaHW3MaM pPa3BuUTUA 3aboneBaHuid. OH
MOXET OblTb KaK OTOOpaKeHMEM KOMMEeHCAaTOPHO-MPUCNOCOOUTENBHOM
peakuMmn opraHvM3ma B OTBET Ha reHepasniM30BaHHYI0 WU NOKaNbHYO -
MOKCMIO TKaHel — 3To LenecoobpasHble Unv afeKkBaTHble abConioTHbIe 3pn-
TPOLMTO3bI, TaK Y MPUYMHON CHVXXEHWA U BbIKIIOUYEHWA FeMOSIUTUYECKON
OYHKUMM Cene3eHKM, Ype3MepHON MpoayKumMy rymopasnbHbiX GpakTopos,
KOTOpble CTUMYNVPYIOT 3pUTPOMNo33 6e3 ¢usnonormyeckon noTpebHoCTu
B 3TOM — HelenecoobpasHble UNn HeagekBaTHble abCONIOTHbIE SpUTPOLIN-
TO3bI [2, 9, 14].

PaccmoTpum uenecoobpasHble abconoTHble 3puTpoumTo3bl. Hanbonee
YacTol NPUYMHON, KOTOpas MOXET KX Bbl3BaTb, ABNAETCA rpynmna 3abonesa-
HWI AbIXaTeNbHOWN CUCTEMbI. DTO TaK Ha3blBaeMble JIeroYHbIe SPUTPOLUTO3bI
[9, 16]. OHM BO3HMKaIOT TOrAa, KOrga HapyLlaeTca OKCMreHaumsa KpoBm B Ner-
KUX U BO3HMKAET MMMNOKCeMus, KOTopas COMPOBOXKAAETCA reHepann3oBaH-
HOW MMMOKCMeEN TKaHen, rmnepnpoayKumnen SpuTponosThHa 1 CTUMynaumnen
3puTpono33a. MoAsneHve 3pnTPOLIMTO3a NPU STOM ABNAETCA afeKBaTHOWM
NpPUCNocobuTenbHO-KOMMNEHCATOPHOM peakumern Ha runokcuio. Yawe
BCEro 3PUTPOLIMTO30M COMPOBOXAAIOTCA XPOHUYECKUE OOCTPYKTUBHbIE
OGPOHXMTbI 1 BPOHXMaNbHAA acTMa, ecsii OHU MPOTEKaT C NpU3HaKamu
IblxaTeNlbHON HepocTaToyHOCTU. Hannume 6poHxocnasma, runeptpodum
MbILLEYHOTO CJ10A 6POHXOB U BA3KOW CNN3K B OPOHXaX 3HAUMTENbHO Hapy-
LIAIOT MPOLeCChl OKCUreHaumy KpoBy Npu 3Tux 3abonesaHuax. lMnokcemumsa
NPUBOAUT K MMMOKCUN TKaHEW, YTO COMPOBOXAAETCA rMnepnpoayKumen
SPUTPOMNO3TUHA, CTUMYNALMEN 3PUTPONO33a U reMoriobnHO6pa3oBaHMS.
DpUTPOLIMTO3 MOXKET HabnaaTbCsA U Y ML C XPOHNYECKMM HeOBCTPYK-
TUBHbIMU 3a6051eBaHUAMU NErknX, eC/in NoCsIeHNe CONPOBOXAAITCA rPy-
6bIMY CTPYKTYPHBIMU M3MEHEHUAMUN HPOHXONIErOUYHON CUCTEMbBI 1 UCTOLLE-
HMeM KOMMeHCaTOPHbIX MeXaHM3MOB MOAAEPXKKN roMmeocTasa. Tak, MHeB-
MOCKJIEpO3 1 3MdU3eMa ABNAIOTCA CMYTHMKaMK GOJbLUMHCTBA CllyyaeB
XPOHUYECKMX Hecneundryecknx 3aboneBaHnii nerkmx, a yTosleHme anb-
BEOJIAAPHO-KanNuApHbIX MembpaH, 06pa3oBaHme COeAUHNTENTIbHOTKAHHbIX
nepuBacKkynApHbIX MydT, U3MeHeHMe CTPYKTYpbl 1 HapyLUeHMe 311acTUYHO-
CTW NErOYHON TKaHW TaKXe MOryT oOyc/ioBUTb HapylleHMe OKCUreHaumm
KpOBW, pa3BUTME TMMOKCMMN 1 NOABMIEHME 3PUTPOLIMTO3a. HapylueHns oK-
cUreHaumy KpoBuy 1 pasBUTUE SPUTPOLMTO3a BO3MOXKHO Y B CITyYasax Hanum-
urA obnuTepaLK nneBpanbHbIX NPOCTPAHCTB, SKCCYAATUBHOIO NIEBPUTA,
OnyXxoJeBbIX MPOLECCOB B IETKUX, NOCTE pe3eKLUn NIerkux, Npu CUnKose,
acbecTo3e, aHTPaKo3e, CKNePOTUYECKNX U3MEHEHUAX JIErOYHON apTepuin
n ee BeTBel (cmHapom Aepca — Appunara (Ayerza — Arrillag)) n cuHppome
XemmeHa — Prya (Hamman - Rich) - anddysHom nporpeccupytoem mexy-
TouHOM $urbpo3e nerkux [9, 14, 16].
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SpUTPOLMTO3 NPU NIEFOYHON NATONOTNK MOXET ObITb CUITBHO BbIpaMeH-
HbIM, MOKa3aTenn KonmuecTBa 3pUTPOLMTOB focTuraloT 7-11x10'%/n, a KoH-
LieHTpauusa remornobuHa npesbiwaeT 260 r/n. Mpu 3Tom Habno[alT CUH-
apom «TBepgoi» Kposu — CO3 otcyTcTtayeT (0 mm/yac) [30].

SpUTPOLMTO3 Kak KOMMEHCATOPHasA peakums B OTBET Ha MMMNOKCMIO TKa-
Hell MOXeT BO3HMKaTb Npu notepe CnocobHOCTM remornobuHa TpaHcnop-
TUPOBaTb W BbIAENATb KUCNOPOA. [pUYMHOI 3Toro ABneHnA MoryT ObiTb
HacneacTBEHHbIE WY NpUobpeTeHHble GOPMbl METFEMOTIOOMHEMUIA, IH-
3UMONATUA SPUTPOLIMTOB, a TaKXKe MOABJIEHME MOBbILEHHOMO CPOACTBa
remornobuHa K kucnopogy. Cpeiv HacneACTBEHHbIX METreMOro6UHeMIIA
n3BeCcTeH cuHApoM MbcoHa (Gibson) 1 remorno6uHosbl M — Lenbii psg Ha-
CeiCTBEHHbIX MeTreMOorno6UHeMIIA, KOTOPble XapaKTepU3yTCA Hannunem
QHOManbHbIX remMornobrHOB (Ha cerofHA U3BeCcTHO okono 120), y KOTOpbIX
anbda- 1 (unu) 6eTa-Lenu HaXoAATCA B OKUCIIEHHOM COCTOSIHUN BC/IEACTBME
onpefeneHHbIX aMMHOKMCIIOTHBIX 3aMeLLeHniA B Monekyre. Takum remormio-
6UHaM CBOVCTBEHHO MOBbILLIEHHOE CPOACTBO K KUCIOPOAY, YTO 06yCnoBnu-
BaeT TKaHEBYIO MMMNoKcuio 6e3 runokcemunm [2, 9, 18].

Opyrum HacneacTBeHHbIM fiedeKTOM, KOTOPbIV MPUBOANT K MOABAEHNIO
MeTreMoriobrHeMun, MoxeT ObiTb HannuMe ayTOCOMHO-PeLeccMBHON na-
Tonorun — fedekta MeTreMornobrHpeayKTasbl SpUTPOLUTOB (U NMOJHOE
ee OoTCyTCTBME), PepMeHTa, KOTOPbI/i OTBEYaEeT 3a OOHOBJIEHME METTEMOTTIO-
6UHa B GYHKLMOHANbHO-aKTMBHYI0 okcrdopmy. MprobpeTeHHble MeTremo-
rnobvHemMun MoryT 6biTb 00YCIOBNEHbI ynoTpebneHnem mevKaMeHTOB
(Npor3BofHble aHWAVHA, HUTPaTbI, CynbbaHWNamMuabl, aMUITHUTPUT U Tak
farnee), KOHTaKTOM C BellecTBaMu ObITOBON XMW (MHCEKTULIMADI, KPacKu,
pactBoputenu u T. A.). OCO6eHHOCTb 3PUTPOLIMTO3a NPU NPUOBPETEHHDBIX
METreMorIobrHeMUAX — ero pefyKLUusa nocse npekpaLleHns AeincTBrs ToK-
CMYeCcKoro BellecTsa unu megunkamenTa [9, 18]. CnegyeT 0CTaHOBUTbCA Ha
NPUoBpPeTEHHON remornobrHonaTMm — FNKUIMPOBAHHOM FemornobuHe,
KOTopbIli 06pa3yeTca B pe3ynbTate HepepMeHTaTVBHOIO FNKUANPOBAHNA Y
nauveHToB ¢ C[] 1 MMeeT NOBbILLEHHOE CPOACTBO K Knucnopogy. Mpu yposHe
rANKeMnN, KOTopasa CTOMKO npesbiwaeT 10 MMonb/n, coaepaHue rmukunm-
poBaHHOro remorno6uHa MoxeT gocturatb 13-15% ot obLero KonmMyecTsa,
a ecsIv yumnTblBaTb, YTO razoobmeH y naumeHToB ¢ C[] ocyulecTBnseTcs B yc-
NOBUAX MOBPEXAEHNA CTPYKTYP SHAOTENNA COCYA0B, TO OyAeT oueBUOHOMN
BEPOATHOCTb BO3HMKHOBEHMA YMEPEHHOIO 3pUTPOLUTO3a Y TaKkMX SinL, (Cm.
OTAENbHO MeXaHV3M BO3HUKHOBEHVA FreMOKOHLIEHTPALIMIOHHOIO 3pUTPOLI-
TO3a npwu KeToauumpaose) [9].

3noynotpebneHne TabaKOKypeHVeM MOXEeT ObiTb CaMOCTOATENIbHbIM
baKTopOM, KOTOPbIN MHAYLUPYET SPUTPOLINTO3, MOCKONbKY MOBbILIEHVE CO-
[epPKaHns OKNCM yrnepopa B BO3[yxe, KOTOPbI BAbIXaeTcsA BO BPeMA YacTo-
ro KypeHus, NpuBOAMUT K NOABNEHUIO KapboKcMreMornobmHemmnm 1 rmnok-
cnn TKaHeln. Heo6xo[Mmo yunTbiBaTb, UTO MOCTOAHHOE 3/10CTHOE KypeHue,
KaK MNpaBWio, COMPOBOXAETCA XPOHUYECKMM OGPOHXUTOM KypuibLiMKa.
MosBneHne 3puTpounTo3a 6oee BepOATHO, C/IN 3TY BPEAHYO NMPUBbLIUKY
MIMeeT YesioBeK C JIMIHMM BECOM U XPOHNYECKMMI 3a60NeBaHUAMU JIETKIX.

3HaunTenbHoe MeCTo B CTPYKTYpe LienecoobpasHbix (afeKBaTHbIX) 3pu-
TPOLMTO30B 3aHVMAIOT SPUTPOLMTO3bl SHAOKPUHHOIO MPOUCXOXKAEHNA
[2, 9, 14, 15]. CnepyeT OTMETUTb, YTO FOPMOHbI UMEIOT HEMOCPEeACTBEHHOE
npsAMoe BAMAHME Ha FeMOMO033 1 3PUTPONO33, a TaKXKe BMAIT Ha TeueHne
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OKNCSINTENbHO-BOCCTAHOBUTESNIbHBIX MpPOLEeccoB. [OpMOHanbHOe CTUMYNN-
poBaHMe TeueHNs MeTabonmMyecKnx peakUuii Bceraa ConpoBOXKAAETCA No-
BbILUEHWEM YTUIM3ALMUN KUCTIOPOAA, @ IPUTPOLINTO3, KOTOPbIN NMOABNAETCA
ana obecrneyeHns 3TOro npouecca, o6blYHO ABAAETCA LeNecoobpasHbIM.
YMepeHHO Bblpa)KeHHble 3pUTPOLIMTO3bl HAbNIOAAIOTCA Y NaLUEeHTOB C TOK-
cnyeckumn dopmamm 306a (Tokcmyeckaa ageHoma, Andey3HbI ToKCUYe-
CKUI 306, CMeLlaHHbIN 306 C TUPEOTOKCMKO30M), NPW paKe LYUTOBULHOW
Xenesbl C TUPEOTOKCUKO30M. TMPEeoUHbIM FOPMOHAM CBOWCTBEHHO Kak
npsAmMoe CTUMynupytolLee AeCTBUE Ha SPUTPONO33, TaK U aKTUBM3MpYLoLLee
yCUSIEHNE OKNCIINTENbHO-BOCCTAHOBUTENbHbIX MPOLECCOB, AN YCKOPEHHO-
ro TeuyeHus KOTopblX He0OXOAUMO bosbluee KONMYECTBO KUCIopoa.

SpUTPOLUTO3bl MOTYT ObITb 06YCNIOBNEHbI TaKXKe rOPMOHaNIbHO-aKTHB-
HbIMM OMYXONAMU HAAMOUYEYHbIX Xene3 UK NX BPOXKAEHHON runepnniasunei.
BO3HVMKHOBEHME 3pUTPOLUTO3a MPU ITUX 3ab60NeBaHUAX 0O6BACHAETCA NMo-
BbILLUEHHOW NPOAYKLMEN TOPMOHOB, KOTOPbIE YCKOPAIOT 3PUTPONO033 NyTem
KaK HenocpeacTBeHHON CTUMyNALMY AnddepeHUpoBaHUsA KNETOK SpUTPO-
WOHOTO pAfa, Tak U YCUNEHUA NPOLIECCOB CUHTE3a 3PUTPONO3THHA. Paccmo-
TPUM OMYyXONUN HAAMOUYEUYHVKOBbBIX Xene3, KOTopble MOryT CONPOBOXAATHCA
spuTpounTosamu. Onyxonu (Mam rmnepnnasnna) KOPKOBOTO COA: anbhocTe-
poMa — MepBUYHbBI/ anbAOCTEPOHN3M — cuHApoM KoHHa (Conn) — onyxonb
NPOVCXOANUT 13 KJTyOOUKOBOW 30HbI KOPKOBOIO CJIOSl; KOPTMKOCTEPOMA —
cuHApPOM MueHKo — KyLumHra — onyxosib 113 My4YKOBOW 30Hbl; aHAPOCTepPOMaA —
OMYXOJib 113 CETYATON 30HbI; MOTYT ObITb CMELLIAHHbIE OMYXO0JIN U3 KOPKOBOrO
Cnos, HanprMep, KOPTUKOAHAPOCTEPOMA 1 Tak Aanee. IpUTPOLIUTO30M TaK-
e MOryT COMpoBOXAATbCA OMYXOJSI MO3rOBOFO C/10A HaANMOYEeYHUKOBbIX
xenes — peoxpomoLmToma 1 GpeoxpomobacToma, U OryxXonu 13 XxpoMapuH-
HOVl TKaHW BHEHaZNoYeYHNKOBOIO PacnosioxeH s — naparaHrines. OTo na-
paraHrinoma, xemofektoma. C 3pUTPOLMTO30M MOXET COYETaTbCA TeUeHne
onyxoneii runodunsa, ecim oHN CONPOBOXAAIOTCA YCUNEHUEM €ro TPOTHbIX
GYHKUMI 1 BTOPUYHON NATONOrMYeCcKon CTUMynaumen xxenes-muiieHen. /13-
BECTHO, YTO aHAPOreHbl UMEIT HeMoCpPeACTBEHHOE CTUMYIMpYoLLee BANA-
HMe Ha 3pUTPOMO33, a MO3TOMY 1 3ab0NeBaHsA, MPU KOTOPbIX NMPOUCXOAUT
abCONIOTHOE MM OTHOCUTENIbHOE MOBbILIEHNE YPOBHS aHAPOreHOB, MOTYT
COMpPOBOXAATbCA IPUTPOLIMTO30M. DTO, B MEPBYIO OUepefb, FOPMOHAJNIbHO-
AKTUBHbIE OMyXONU FoHaA Y My»UUH (a6COMOTHOE NOBbILWEHNE YPOBHA aH-
[ POreHoB), a TakXe OnyXonu, KUCTbl 1 Ty6epKynes ANYHNKOB Y XKEHLWH (4TO
MOXEeT COMPOBOXAATbCA OTHOCUTENbHbIM MOBbLILIEHNEM YPOBHA aHApore-
HOB 3a CYET BbIKJIUYEHUSA ICTPOreHNnpoayLupyoLein GyHKLMW NMOMOBbIX Xe-
ne3). AHaNorMYHOE MNPOUCXOXKAEHVIE SPUTPOLIUTO3A 1 B KNTMIMaKTepYeCKOM
nepuope y *eHwuH. CnegyeT OTMETUTb, UTO B MEPMOZ KIMMAKCa, Hapaay C
BbllLeYyKa3aHHbIMW ABMEHUAMY, HabMoJaeTca NOBbIWEHNE TOHyca CMMMa-
TO-afipeHaNoBON CUCTEMbI, YTO MPUBOAUT K MOABNEHUIO B KPOBU M130bITKA
rymopanbHbIX GakToOpOB, KOTOPble CTUMYNIMPYIOT SPUTPOMNO33, @ TakXKe Bbl-
3bIBAlOT COKpPALLEHMe cene3eHKn 1 06eCneymBatoT BbIXo AeMNOHVPOBAHHbIX
B HEV SPUTPOLMTOB B Nepudeprnyecknii KpOBOTOK.

Cpeav S3HOOKPUHHbIX 3a601eBaHU SPUTPOLINTO3 MOXKET COMPOBOXAATb
n cuHapom Mukeuka (Pickwickorum). MexaHy3m NPONCXOXKAEHNA SPUTPO-
LMTO3a NpU 3TOM CBOeobpa3sHbIN: C OAHOM CTOPOHbI — Macca Tefla NpeBbl-
LwaeT HopManbHyto Ha 100% (oxupeHue IV cteneHn), uto TpebyeT AONONHU-
TesIbHOro obecneuyeHus neprdepuyeckrx TKaHel KNCIOPOAOM, a C ApYroi —
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HabntofaeTca rMNOBEHTUNALMA NErkmx B pesysibTaTe BbICOKOrO CTOAHUA
avadparmbl, 3ameasieHre YacToThl AbIXaHWA — 33 CYET YrHeTeHWA AbIxaTeNb-
HOrO LeHTpa MO3ra B pe3ynbraTe runokcun. Takaa gucnponopumsa mexay
obecrneyeHrem KINCIOPOAOM 1 MOTPEBHOCTbIO B HEM U NMPUBOAUT K SpUTPO-
NMO3TVH3aBUCMMON CTUMYSIALMU SPUTPOM033a 1 MOABAEHNIO SPUTPOLMTO3a.

3aboneBaHuA ceppeyHO-COCYANCTON CMCTEMbI TakKe MOryT COMpPOBO-
XKAATbCA SPUTPOLIMTO30M. ITO, B MepBYyt0 ovepelib, BCe BPOXAEHHble Mo-
poKU cepiua «CUHero» Tuna (Tpuapa, TeTpaga, neHtaga ®anno, 6onesHb
S6wrTeiiHa (Ebstein) n T. A.), KOraa NPOVCXOANT CMeLIVBaHUe apTepuranb-
HOW 1 BEHO3HOWN KPOBW, 1 ApYyrre BuAbl CcepAeyHO-COCYANUCTbIX aHOMa-
nun (cuHapombl Tocenr — buHra (Taussing - Bing), Toccur (Taussing), Toc-
cur — CHenneHa — Anbbepca (Taussing — Snellen — Albers), 3ii3eHmeHrepa
(Eisenmenger) 1 T. 4. OpUTPOLNTO3 ABNAETCA OJHUM 13 NPU3HAKOB CUHAPO-
Ma laincbeka (Gaisbock). 3aboneBaHus, KOTopble MPOTEKAIOT C CEPAEUHO-
NEroYyHoOM HeJOCTAaTOYHOCTbIO, TakXKe MOryT COMPOBOXAATLCA SPUTPOLM-
TO30M. DPUTPOLINTO3bI NP STUX 3a60NEBAHMAX NONYYMIN HAa3BaHUE «AUC-
LNPKYNATOPHbIEY.

BbigenatoT 6onbluyto rpynmny 3puTPOLMTO30B, KOTOpble 00YyCloBeHbI
HeLlenecoob6pasHbIM CTUMYIMPOBAHMEM SPUTPOMO33a. 3HauMTeNbHOE Me-
CTO 3AeCb 3aHMMAIOT 3PUTPOLMTO3bI, KOTOPble BO3HMKAOT B pe3ynbraTe
MECTHOW FMMOKCMM MOYEK, UTO COMPOBOXAAETCA 3HAUUNTENbHOW CTUMYJIS-
uuen NpoayKumm spntTponostuHa [2, 9]. «floyeyHbie» S3pUTPOLUTO3bI BbI3bl-
BAlOT 3HaUUTEsNIbHblE 3aTPYAHEHWSA B BbIACHEHUN NMPUYMHbI, KOTOpas UX oby-
cnosuna. CTpykTypa 3aboneBaHuin noyek, KOTopble MOryT COMPOBOXAATLCA
3pUTPOLINTO30M, OUYeHb pa3Hoobpa3Ha. ITo, Mpexae BCero, Onyxosm novek
(nobpoKauecTBeHHbIE 1 3/T0KaUYeCTBEHHbIE), CONUTAPHbIE KACTbI 1 MOJINKU-
CTO3, rMapoHedPO3, BPOXKAEHHbIE 1 NPUOOPETEHHbIE aHOMAJIM MOYEUHBIX
apTepui (CTeHO3, rMNomnasna, aHeBPU3MbI), CAaBNEHME MOYEUYHbIX apTepui
n3BHe (OMyXonu noyek, runepHedporaHbIN Pak, oOnyxosn OKONoNo4Ye4YHoro
npocTpaHcTBa), cnHapom Qopccena (Forssell). MoasneHne spuTpoumTosa
nocse TpaHCnaHTaLMm NoYK/ MoxeT ObITb OfHUM 13 NepBbIxX nabopaTop-
HbIX MPV3HAKOB €e OTTOPXKEHMA.

HeapekBaTHble 3pUTPOLMTO3bI ObIBAIOT U NpY 3ab60NeBaHUAX XeNyaou-
HO-KWLLIEYHOTrOo TpaKTa — NPy onyxonsx (renatokapuuHoMa, OryxXonu nopxe-
Ny[oYHou xenesbl, cMHAPOM 3onnuHrepa — AnnucoHa (Zollinger — Ellison),
cmHapom bagga — Xvapwu (Budd - Chiari), A3BeHHOM 60ne3HN NUIoprYecKo-
ro OTAeNa XenyakKa 1 ABeHafLaTMnepCcTHOM KULWKKY (B pe3ynbTaTe MNOBbILLEeH-
HOW acCUMUNALNN BUTaMUHA Bu). Mpwn onyxonAx nog»kenygovyHOW »enesbl
1 NeyeHn HabnhaeTca NPoayKLUMs MAJIMTHU3UPOBAHHBIMU KJTETKaMu F'yMo-
panbHbIX MHAYKTOPOB 3pMTPOMNO33a.

YacTo BCTpeyaeTca 3pMTpoLmTOo3 NpK onyxonax MaTku. [poucxoxxaeHve
ero o6bACHAIT rMneprnpoayKLmein 3puTPono3TrHa MalUrHU3NPOBaAHHbIMI
KneTkamu, a TakxKe MexaHMYeCKUM CAABIEHEM OMYXOMblo MarncTpasbHbIX
COCYAOB, KOTOPble 06ecneunBaloT KNCIIOPOJOM KOCTHbIA MO3I MOAB3AO0LL-
HbIX KOCTeN 1 KOCTen KOHeYHOCTeN.

TybepKynes3 ceneseHKu, ee onyxonu, MHOapKT, CTEHO3 COCyAOB MOTYT
6bITb NPUYNHON SPUTPOLMTO3a. YacTO SpMTPOLIMTO3 OTMEYAIOT Ha NPOTAXKe-
HUW NepBOro MecALa nocse crnieHsKTomun. NMponcxoxaeHve 3puTpoLmTo-
3a NPU «CNIEHOTEHHbIX» MPUYMHaX 06yC/IOBNEHO BbIKNIOYEHEM FEMONNTY-
YyecKkom GYHKLUMM Cene3eHKu.
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SpuTpoLUUTO3bl HabNIOAATCA U NPU OMYXONAX MO3ra, 0COGEHHO Mpu
remaHrnobnactome mMo3sxeuka (8o 15-18%). C spuTPOLMTO30M MOTYT NPO-
TekaTb 6onesHb Mvnnena - Jlunpay (Hippel - Lindau), cunpgpom XenvHo
(Gelineau), cuHgpom Wapko — Mapwu (Charcot — Marie).

SpUTPOLUTO3bl MOTYT MMETb U ATPOreHHOEe MPOUCXOXKAEHWe 1 ObiTb
06YyCNOBNEHHbIMY Mepefo3VPOBKOI NpenapaTos, KOTOpble CTUMYNMPYIOT
3puUTPONo33 (Mpenapatbl kobanbTa, MapraHLUa, HKeNsA, Meau, ButammHa B, ,
KOaMu1Aa, rIOKOKOPTUKOWAbI, aHAPOTEHbI U T. A.).

MpodeccroHanbHble BPeAHOCTM MOTYT Tak»Ke BbI3blBaTb SPUTPOLIMTO3,
Hanpumep, paboTbl, CBA3aHHble ¢ 06PabOTKON MapraHLueBbIX pya, npodec-
CMOHasbHble 3a60M1eBaHMA — CUIMKO3, aHTPaKo3, acbecTos u T. 4., Bubpauu-
OHHana 6one3Hb. Kak BUAHO 13 NpYBeAEeHHOro, SpUTPOLINTO3 ABNAETCA Npu-
3HaKOM reTeporeHHbIX Mo MPOUCXOXKAEHNIO 3a60N1eBaHNN N COCTOAHUIA.

Havbonee Bceobbemntowan 3TUoONaToreHeTMyeckaa Krnaccudrkauma
SPUTPOLNTO30B NpeacTaBfeHa HuKe [9].

B 3aBMCMMOCTM OT CTeneHn BbIPaXXeHHOCTU SPUTPOLIMTO3a — Konuue-
CTBa LMPKYNMPYOLUX SpUTPOLUTOB B 1 N1 KPOBU, UX AENAT Ha: yMEpPEeHHble
(KONMUecTBO 3pUTPOLNTOB 0 5,99%10'%/n), cpepHel BblpaXKeHHoCTN — 6,0~
6,99%10'2/n, N OYeHb BbIpaXXeHHbIe — CBbile 7,0x10'%/7.

Knaccndukauusa spurpouutosos
1. 3puTpounTo3bl, 0OYCNOBNEHHbIE OMyXOseBON Muenonponudepalmnei.
1.1 cTHHas nonnyutemMums.
1.2 Cybnenkemmnyeckunii Mmenos.
1.3 Cungpom Pesons (Revol).
2. Crpecc-3puTpoumnTosbl.
3. BpokpeHHble n cemelnHble 3pUTPOLUTO3bI.
3.1.CuHagpom HuwameHa (Nichamin).
4. OTHOCHTeNbHblE 3PUTPOLMTO3bI, KOTOPble HabndaTCA Npu:
4.1.CocToAHMAX, 06YCNOBNEHHbIX CUIIbHBIM NOTOBbIAENEHNEM.
4.2. 3aboneBaHuAxX, KOTOpPble CONPOBOXAAITCA AVAPEE 1 PBOTON.
4.3. lnabeTnueckom KeToaLmao3e 1 KeToaunaoTUIecKor Kome.
4.4, 3a6oneBaHUsX, KOTOPbIe COMPOBOXAAKTCA BIXOLOM XKUKOWN YacTh
KPOBU B TKaHWU.
4.5. OxoroBoi 6onesHu.
4.6. HEKpOTMYECKO-A3BEHHbIX M3MEHEHMUAX KOXM U CAN3UCTbIX 06050-
yek.
4.7. Cunppome Jlanena.
5. A6CONIOTHbIE SPUTPOLIMTO3bI.
5.1. AoekBaTHble.
5.1.1.JlerouHble, 06ycnoBneHHble:
5.1.1.1. XpoHunyecknmm oOCTPYKTMBHbIMU 3aboneBaHMAMU (BPOHXNT,
6pOoHXManbHan actTma).
5.1.1.2. XpOHUYECKUMIU HEOOCTPYKTUBHBIMY 3a60NEBAHUAMM NETKMX.
5.1.1.3. O6bnuTepauyeli nneBpasbHbIX MONOCTEN.
5.1.1.4. OKccypaTMBHBIMY NAEBPUTAMMU.
5.1.1.5. Onyxonamu nerkmx.
5.1.1.6. Pe3ekunen nerkumx.
5.1.1.7. Cunukosom.
5.1.1.8. AHTpako3om.
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5.1.1.9. AcbecTto3om.

5.1.1.10. Cknepo3omM cucTeMbl NIeroyHON apTepun (cMHapom Aerza —
Arrillag).

5.1.1.11. Quddy3HbiMm nporpeccnmpyownm MexxyTouHbIM ¢prnbpo3om ner-
Kunx (cmHgpom Hamman - Rich).

5.1.1.12. Tpy6bimn fedopmaumammn rpynHON KneTku (BPOXKAeHHbIMU,
npuobpeTeHHbIMK).

5.1.2. SputpoumnTO3bl B pe3ynbTaTe HapyLleHWA TPaHCMopTa U BblCBO-
60X[eHMs KnCnopona.

5.1.2.1. HacneacTBeHHble METremMoriobrHemmnu.

5.1.2.1.1. CuHapom MnbcoHa (Gibson).

5.1.2.1.2. Temorno6uHosbl M.

5.1.2.1.3. lepeKT nnm oTCyTCTBME METFEMOrTOOMHPEeAYKTa3bl SpUTPOLIN-
TOB.

5.1.2.2. ledbuumnt gndocornuuepatmyTasbl.

5.1.2.3. MprobpeTeHHble METFEMOTTIOOUHEMUN 1 FeMOTNIO0MHOMNATUN.

5.1.2.3.1. MegrKaMeHTO3Hble.

5.1.2.3.2. O6ycnoBneHHble aencTememM 6bITOBOI XMMUN.

5.1.2.3.3. O6ycnoBneHHble KapPOOKCUrEMOTNIOOHEMIEN.

5.1.2.3.4. O6ycnoBNEHHbIE MNKO3UIMPOBaHNEM reMornioburHa.

5.1.3. DHOOKPUHHbIE SPUTPOLUTO3bI, 0OYCIIOBNEHHbIE:

5.1.3.1. TopMOHanbHO-aKTUBHbIMI ONYXONAMMU WK runepniasnen Hag-
NMOYEYHNKOBbIX Xeses.

5.1.3.1.1. Onyxonu KOPKOBOrO C/OA.

5.1.3.1.1.1. Anbpgoctepoma — cmHapom KoHHa (Conn).

5.1.3.1.1.2. Anbpoctepoma — cuHapom baptTtepa (Bartter).

5.1.3.1.1.3. Koptukoctepoma — cuHapom VeHko — KylumnHra.

5.1.3.1.1.4. AHgpocTepoma.

5.1.3.1.1.5. CmelwuaHble onyxonu.

5.1.3.1.2. Onyxonu Mo3roBoro cfos.

5.1.3.1.2.1. ®eoxpomouutoma.

5.1.3.1.2.2. DeoxpomobnacToma.

5.1.3.2. TopMOHasibHO-aKTVBHbBIMI OMYXOAAMN BHEHaAMOYEYHMNKOBOMN
XpomadOUHHON TKaHN.

5.1.3.2.1. NaparaHrnvoma.

5.1.3.2.2. XemopgeKToma.

5.1.3.3. Onyxonamu runodusa.

5.1.3.3.1. CuHgpom HenbcoHa (Nelson).

5.1.3.4. AGCOMIOTHBIM I OTHOCUTENbHBIM MOBbILLEHEM YPOBHA aHAPO-
reHoB.

5.1.3.4.1. Onyxonuv roHag y My>K4mH.

5.1.3.4.2. Onyxonu ANYHMKOB.

5.1.3.4.3. KUCTbI ANYHNKOB.

5.1.3.4.4. TybepKynes sMYHUKOB.

5.1.3.4.5. KnumakTepmnyeckni nepmnos y >KeHLmH.

5.1.3.5. OxupeHnem (cnHapom Mukerka (Pickwickorum)).

5.1.3.6. 3a60/1€BaHNAMY LNTOBUAHOW »Kenesbl.

5.1.3.6.1. Anddy3Hbil TOKCMYeCKnii 306.

5.1.3.6.2 Tokcuyeckana ageHoma.
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5.1.3.6.3. CMelLaHHbI TOKCUYeCKUiA 306.

5.1.3.6.4. PaK WNTOBNOHOWM »efe3bl C TUPEOTOKCMKO3OM.

5.1.4. BpoxeHHble MOPOKM «CUHEro» Thna.

5.1.4.1. CnHppom Toceur - buHra (Taussig - Bing).

5.1.4.2. CnHppom Toceur (Taussig).

5.1.4.3.Cungpom Toccur — CHenna — Anbbepca (Taussig — Snella - Albers).

5.1.4.4. CnHppom diizeHmeHrepa (Eisenmenger).

5.1.4.5. Tpwapa, TeTpaga, neHtaga Panno.

5.1.4.6. CuHpgpom S6wrTeinHa (Ebstein).

5.1.4.7. CnHppom lancbeka (Gaisbock).

5.1.4.8. AncumpKynATOpHble S3PUTPOLIUTO3bI MPU XPOHNYECKOWN CEpAEYHO-
COCYANCTON HEAOCTAaTOYHOCTW.

5.1.4.9. CeppeyHo-neroyHasn HeJOCTaTOYHOCTb.

5.2. HeapekBaTHble.

5.2.1. «[loyeuHble» 3pUTPOLNTO3bI.

5.2.1.1. Onyxonu noyek.

5.2.1.2. Monnkncros.

5.2.1.3.TugpoHedpos.

5.2.1.4. BpoxXfeHHble U NPUoBpeTEHHbIE aHOMATMVM MOYEYHbIX apTEPUI.

5.2.1.4.1. CTeHo3.

5.2.1.4.2. ATepocCK/iepoTUYECKNIA CTEHO3.

5.2.1.4.3. Tunonnasums.

5.2.1.4.4. AHeBpM3Ma.

5.2.1.4.5. CoaBneHvie noyeyHblx apTepuin N3BHe.

5.2.1.4.6. NapaHedpurT.

5.2.1.4.7.NocTTpaHCNNaHTaUNOHHbIV MOYEYHbIN SPUTPOLMTO3.

5.2.1.4.8. Cungpom Qopcens (Forssell).

5.2.1.4.9. Tunepnnasuna OKCTarnomMepynapHOro arnnaparta noyexk.

5.2.2.Mpwv 3aboneBaHMAX OPraHOB NMULLEBAPEHMA.

5.2.2.1. TenatokapunHoma.

5.2.2.2. CuHppom bapaa - Xuapwm (Budd - Chiari).

5.2.2.3. Pak nogxenynoyHom xenesbl.

5.2.2.4. f13BeHHan 601e3Hb MUIOPUYECKOrO OTAENA XenyaKka U ABeHaA-
LATUNEPCTHOM KALLKMW.

5.2.2.5. CuHppom 3onnuHrepa — nnncona (Zollinger - Ellison).

5.2.3. Mpwu onyxonax maTku 1 ee Gpru6POMaTO3HOM NMOPAKEHNN.

5.2.4. CnneHoreHHble SpUTPOLIUTO3bI.

5.2.4.1. Tybepkynes ceneseHKu.

5.2.4.2. Onyxonu ceneseHku.

5.2.4.3. VIHbapKT ceneseHKu.

5.2.4.4. CTeHO3 cOCyOB Cefle3eHKMU.

5.2.4.5.Tlocne cnaeHIKTOMUN.

5.2.5. 2pnTpounTo3bl NPM ONYXONAX MO3ra.

5.2.5.1. feMaHrno6sacToma Mo3euka.

5.2.5.2. Bone3Hb lvnnenb - Jiunpay (Hippel - Lindau).

5.2.6. DpUTPOLNTO3bI NPU HEBPONOTrMUYECKNX 3ab0neBaHuAX.

5.2.6.1. CuHgpom KennHo (Gelineau).

5.2.6.2. CuHgpom Lapko — Mapu (Charcot — Marie).

5.2.7. ATporeHHble 3pUTPOLINTO3bI.

«lematonorusa. TpaHcdysumonorusa. BoctouHan EBpona», 2019, Tom 5, N2 2

203



SpUTPoLMTO3bl. YTO fOMKEH 3HATb MHTEPHUCT?

204

5.2.7.1.MNepepo3nposKa BuTamnHa B,

5.2.7.2.Tlepeno3npoBKa NpenapaTos, KOTOpble COAepaT MapraHew, Hu-
KeJb, LUHK, KobasnbT.

5.2.7.3. [lepego3urpoKa rnioKOKOPTUKONAOB, aHOPOreHOB U T. 4.

5.2.8. «[TpodeccnoHanbHbie» SpUTPOLUTO3bI NPU:

5.2.8.1. O6paboTKke MapraHLeBbIX PYA.

5.2.8.2. AcbecTo3e, aHTpaKo3e, CUINKO3E U T. A.

5.2.8.3. BubpauvoHHom 6onesHu.

5.2.8.4.Y pabOTHVKOB-KECCOHLLMKOB.

5.2.8.5.Y nunotos.

5.2.9. 06nutepupyoLWnii SHAAPTEPUNT 1 aTePOCKIIepPO3 MarncTpanbHbIX
COCynoB.

[AunarHoctuka. Kak BMAHO U3 MpedcTaBNEeHHbIX Bbllle AaHHbIX, Spu-
TPOLMTO3 ABMSETCA KaK AMArHoCTUYecKon, Tak u auddepeHumanbHo-gna-
rHocTMYeckom npobnemoli [2, 4, 23, 25, 26]. AKTyanbHOCTb ee cTaHeT 6onee
OYeBVAHOW, €C/IM 3aMeTUTb, YTO ANA YyCTPaHEHMA CUMITOMaTUYECKOro apu-
TpoumTo3a (C3) AOCTaTOYHO MOBNAUATL Ha MPUYMHY, KOTopasa obycnosuna
€ro, B TO BpeMsA KaK ANiA neyeHna mvenonponmdpepaTmBHbIx 3a6onesaHuii, B
YyacTtHocTn UMM, npumMeHAIT LUMToCTaTUYecKre npenapatbl, KOTOpble NMelT
MyTareHHoe feictaue [14, 23, 27].

CornacHo pekomeHgauusam BO3 (2008) anarHos UM moxeT 6bITb Bepu-
dUUMpPOBaH TOMBKO Ha OCHOBAaHWM KOMMAEKCHOW OLEHKM KIIMHUYeCKon
KapTWHbI 1 NabopaTopHbIX NMOKasaTenew, cpean KOTopbiX BedyLum ArarHo-
CTMYECKMM KpuTepreM ABNIAETCA NMoKasaTenb cofepaHua remornobrHa y
XKEHLLMH 6onee 165 r/n 1y myxunH 6onee 185 r/n [21].

BpuTaHckuin KomuTeT Mo cTaHaapTv3auum B rematonormm (British
Committee for Standards in Haematology - BCSH) pekomeHayeT B ciyuae
C NOrPaHNYHBIMI 3HAYEHMAMU reMOrNo6UHA — KaK AMarHOCTUYeCKUI Kpu-
Tepuin UM yunTbiBaTb NOKa3aTenb reMaToKpuTa: y »KeHWwuH 6onee 48%, a 'y
My>K4nH 6onee 52% [20]. B To »ke BpemaA U3BECTHO, YTO NOKa3aTenun KOHLeH-
Tpauuy remorsiobriHa 1 reMaTokputa onpenensaTca 06bEMOM LUPKYIn-
pytowux 3putpountos (OLD) n obbemom umpkynupyoweid nnasmol (OL|M).
Onpepenexrie OLD no3sonseT cyantb 06 abCONOTHOM MM OTHOCUTENBHOM
sputpounTose. B crnyyae nocnegHero Habnogaetca ymeHblieHne OLIM, a
NPUYNHON, KaK NpaBuso, ABnAeTca 0b6e3BoXMBaHWe opraHu3ma. Mpu npo-
BefeHun anddepeHumnanbHon auarHocTukm UM n cumntomaTnyecknx spu-
TpoumnTo30B (C3), BbI3BaHHbIX M3OLITOUHON MPOAYKUMEN SPUTPOMOITUHA
(3N0), cnegyet nomHUTb, uto nNpu UM nokasatens OL|M yacTo 6biBaeT no-
BbILLEH, @ CHUXEHVe NoKa3aTens cofepaHusa reMornobrHa MoxeT Habsto-
[aTbCA 1 Npr abCONOTHOM 3pUTPOLUTO3E.

M3BecTHO, yto B 2013 I. NpeanoXeHbl HOBble ANArHOCTUYECKNEe KpuTe-
pun UMM [20]. B otanumne ot guarHoctnyecknx kputepues UMM 2008 r. cywe-
CTBEHHOW NOMPaBKON ABNAETCA CHUMXEHWE Nopora ANMarHOCTUYECKOro 3Ha-
YyeHUA nokasaTensa ypoBHA reMornobuHa (MeHee 165 r/n'y My»KUnH, MeHee
160 r/n y »KeHLWMH NPOTUB NPeANoXeHHbIX B 2008 . MeHee 185 r/ny My>KUuH,
MeHee 165 r/ny »eHLWwuH). Kpome 3TOro npeanokeH nokasatenb reMaTokpu-
Ta KaK AOMOSIHUTENbHbIN KpuTepuin gns oueHkn OL. Mo mHeHuto T. Burbui
et al. (2014), npu cpaBHeHUN Kputepre BO3, ocHOBaHHbIX Ha MoKasaTe-
Nle KOHLUEHTpauuy remornobuHa, u nepecMoTpeHHbIX Kputepues BCSH,
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BUAHO, UTO KpuTepum BCSH 6onee cneunduuHbl ana guarHoctukn WM. As-
TOPbI NPEAMNONIOKMIIY, UTO MOKa3aTe b reMaToKpuTa bosiee cneuudryeH Kak
uHAauKaTop nosblweHus OLL3, uem nokasaTenb KOHLUEHTPALMU remornoou-
Ha. Y pAaga nayneHToB ¢ myTauuen JAK2V617F, ructonornyeckon KapTmHom
MM B TpenaHobuonTate KM (paclumpeHne Tpex pocTKOB KPOBETBOPEHMS B
pa3HbIX COOTHOLUEHUAX — NMaHLMTO3) NabopaTopHble MPU3HAKM, B YaCTHOCTU
cofiepaHne remornobrHa 1 remaTtoKpuT, MOryT He COOTBETCTBOBaTb Aua-
rHocTMyeckmum Kputepuam BO3 2008 r. ana UMM [26].

Mpwn C3 Bcerga HabnopaeTcs 3pUTPONOITMH3ABNCUMOE CTUMYTPOBA-
Hre 3pUTPONO33a, B TO BpeMs Kak 3puTpounTtos npu UM otobpaxaet kno-
HanbHoe MuenonponundepaTrBHOE 3a60NeBaHNE; 1 YPOBEHb SPUTPONOITU-
Ha B Nnyiaame KpPOBU B HauanbHbIX CTafAMAX Pa3BUTUA STOro 3aboneBaHNA MO-
XKeT TaKXKe CTaTb AnarHocTnyeckum kputepuem [9, 14]. lNo mepe HapacTaHua
SpUTPOLMTO3a Pa3BMBAETCA OUCLMPKYIATOPHAA FTMMOKCUA TKaHeN, npexae
BCEro, 3pUTPONOSTUHNPOAYLMPYIOLWMX, NOSTOMY U ANArHOCTMYECKOe 3Ha-
YeHune 3TOro nokasartensa ymeHbllaeTca. B Hopme cogepkaHve 3pntTponos-
TMHa B CbIBOPOTKe KPOBW cocTaBnaeT 5-36 Ea/n.

OnpepeneHvie paga Mopdonornyeckmx U GpyHKLMOHaNbHbIX 0CO6eH-
HOCTelh KNneTok neprdepryeckon KpoBu 1 MPOAYKTOB UX KU3HeAeATeNbHO-
CTV MOXET 3HauuTesNlbHO 06nerunTb anddepeHumnanbHyo anarHoctuky C3
1 WM. Tak, o UM MoXHO cyauTb No abCoNMOTHOMY YBETMUEHUIO KONTMYECTBA
6a3001N0B (OKpacKa aKpUIOBbIM CMHUM) Y YMEHbLLIEHWIO abCOJIOTHOIO KO-
nnyecTa NMMOOLIMTOB, HO NepeoLleHBaTb 3HAYEHNe STUX N3MeHeHUI Ana
OVMarHOCTUKN He cnepyeT.

HecomHeHHO Ba)HbIM 3BeHOM AnddepeHLmanbHON ANAarHOCTUKN Spu-
TPOLMTO30B ABAAETCA M3yUYeHMe KYNbTypbl SpUTPOMAHOrO pocTKa in vitro.
PocT ee 6e3 npunbaBneHns 3puTpPonoaTMHa HabnogatoT npu UM, B To Bpems
Kak npu C3 oH oTpULaTeNbHbIN.

Ba)kHoe 3HaueHMe B pelleHnn ANAarHoCTUYeCKUX Npobnem, CBA3AaHHbIX
C 3pUTPOLMTO3aMK, MeEeT TPenaHo6MOoNCuA NOAB3LOLHbIX KOCTEN C Mo-
cnepyloLWMM NcciefoBaHnem KoctHoro mo3sra. UM mopdponornyecku moxeT
ObITb UAEHTMOULMPOBAHA KaK MaHMKENno3 (TPexpocTKoBas runeprnasus
KOCTHOrO MO3ra); B BuAe runepnnasuy SputponaHoro 1 rpaHynounTapHoro
POCTKOB; rMnepnfasum 3puUTpoLMTapHOro 1 MerakapuoumTapHOro pocT-
KOB; M30JIMPOBaHHON rMnepniasny 3puTpPoLMTapHOro poctka. Ho cnepgyet
3aMeTUTb, YTO Npu JoctosepHon UM MOryT n oTCyTCTBOBaTb TUMMNYHbIE W3-
MeHeHMA B TpenaHate (BO3MOXHO MornajaHve B MOPQPONOrnyeckn Hews-
MEHEHHbIV Y4acTOK KOCTHOro mosra) [12]. BbiaBneHne KonnareHoBOro munu
peTrKynMHoBoro muenodunbposa ceuaeTenbCTyeT B nonb3y WM. JononHu-
TesbHY0 UHGOPMALIMIO MOXET aTbh U OKpacKa CPe30B KOCTHOIO Mo3ra Ha
Xene3o. YMeHbLUEeHMe ero 3anacoB xapaktepHo ana UMM [9, 14].

LintoreHetnyeckoe nccnegoBaHmne KneTok KOCTHOro mosra npu UM, B oT-
nunume ot C3, N03BONAET BbIABUTb XPOMOCOMHbIe abeppauumu, a brioxnummye-
CKOE —MYTaHTHble KNeTKM C O4HVM TUMOM FoK030-6-bocdataerngporeHasbl
y MaLMeHTOB, reTepPO3nroTHbIX MO JaHHOMY depMeHTy. KynbTuBupoBaHve
(in vitro) MrenokaprnouuToB ¢ J06aBIeHNEM SPUTPONOITUHA Y NMaLMEHTOB
¢ UM BbI3bIBaEeT POCT KNETOK, KOTOPble MMeLOT 06a Tna 3Toro pepmeHTa. Ta-
Kne JaHHble NO3BONAIOT YTBEPXKAATb, YTo Npu UM cpemn KNneTtok KOCTHOro
MO3ra eCTb [1Ba K/TOHa: OAMH HOPMaibHbIN, APYFON MYTaHTHbIW, NPpUYem my-
TaHTHBbIV B MPOLiecce NPorpeccnpoBaHmna 60e3HM NoaaBnAeT HopMabHbI
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1 CTaHOBWTCA AOMUHUPYOLWMM. Takum 0b6pa3om, TpenaHobmoncua AsnaeTca
CyLLeCTBEHHbIM METOLOM B pa3rpaHuMYeHnn nerkemMmnyeckoro npoiecca u
pPeaKTVBHbIX HapYyLIEHUI KPaCHOTO POCTKa KPOBETBOPEHNS.

[na UM xapakTepHO coyeTaHre TPOMOOreHHbIX OCNIOKHEHWUI U KPOBO-
TOuMBOCTY [22-24, 29].

JleueHue. JleyeHne C3 cBOANTCA K YCTPAHEHWNIO MPUYMNHDBI, KOTOPaA nX
obycnosuna, a UMM - K NnpMmeHeHnIo CneuranbHbIX CXeM XMUoTepanumn 1
KpoonyckaHuii [9, 14, 19]. KpoBomnycKaH/A Npy 3pUTPOLUTO3ax He ABNA-
I0TCA MATOreHeTNYeCcKn 06OCHOBAHHBIM METOLOM JIeYEeHUs, HO ecsin 3pu-
TPOLIMTO3 BbIPAXKEHHBIV 1 YrPOXaeT pa3BUTUEM TPOMOOIMOONNUYECKNX
OC/IOKHEHWI, TO CHayana cnegyeT NPUMEHUTb Tepanuio, HanpaBfIeHHYIO
Ha ynyulleHre peosiormyecknux CBOMCTB KPOBM, @ NOTOM Ha GpoHe BBeAeHUA
dusmonornyeckoro pacTsopa NpPOBeCTU reMosKcdysunto B yCNOBUAX CTaL-
OHapa. B cnyyasx 3nokavectBeHHOro TeyeHnsa C3, 0cobeHHO Ha PpoHe 3abo-
NeBaHNI, KOTOPble COMPOBOXKAAIOTCA ay TOMMYHHbIMU MeXaHW3MaMy pa3Bu-
TUA, MOKa3aHO Ha3HayYeHue rMIOKOKOPTUKONAOB U MasbiX 403 LUTOCTAaTUKOB
(c opHOM CTOPOHDI, ANsA NoAasneHna muenonponudepalnu, ¢ Lpyrom — Kak
MMMYHOCYMpeccaHTa).

B 3AKJTIOYEHUE

SpuTpoLUTO3 ABNAETCA aKTyanbHoW AnddepeHuranbHO-AUarHoCT-
Ueckoi NPobneMol COBPEMEHHOI MeAMLMHbI, MOCKONbKY Henb3s Ha3BaTb
TaKylo npodeccuio B MEAVNLMHCKON MPaKTUKe, CNeLranncTbl KOTOpOoi He
CTanKMBanUCh 6bl C HUM EXXeJHEBHO.
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