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Pesome

B cTaTbe NpeAcTaBneH KAMHUYECKMIA CIlyyalh COYETaHHOTO MOPaxeHUs nevyeHn y noxmunoro 6onsHoro. C ofHoM CTopo-
Hbl, MOHOXMUOTEPAMNUA UUTOCTATUKAMM MO NOBOAY UCTUHHOW NONNLMTEMUM (3PUTPEMMM) CTANA BEPOATHOM NPUYMHON
NOPaXeHMA NeyeHr No TUNy AeCTPYKTUBHOIO XONAHIUTA, a, BO3MOXHO 1 CNPOBOLMPOBana passuntine AMAM2-no3nTreHoO-
ro nepBuYHoro bunmapHoro Umppo3a. C Apyroli CTOPOHbI, Ha GoHe CybKoMMeHcaLmun OCHOBHOrO 3a60neBaHNA BO3HMKAM
TPYAHOCTY C BepUdYKaLmeii reHesa GbICTPO Pa3BKBLUENCA NOPTaNbHOM rMnepTeH3uu.

Kniouesble cnioBa: nonmuutemns, SPUTPEMUIA, ,[LECprKTVIBHbIM XONaHTnT, J'IeKapCTBeHHbIVI renatuT.

Summary

The article presents a clinical case of combined liver damage in an elderly patient. On the one hand, monochemotherapy
with cytostatics for true polycythemia (erythremia) became a probable cause of liver damage by the type of destructive
cholangitis, and possibly provoked the development of AMAM2-positive primary biliary cirrhosis. On the other hand, on
the background of subcompensation of the underlying disease, difficulties arose with verification of the Genesis of rapidly

developed portal hypertension.

Keywords: polycythemia, erythremia, destructive cholangitis, the hepatitis induced by drug intake.

Vicruuanas nonupuremus (VIIT) (cuHOHUM — apu-
Tpemus) sABaAsAeTcA pefkuM (opdaHHBIM), HO 4acTO
BCTPEYAIOI[MMCS B IIOKU/IOM BO3PACTe, 3a00/IeBaHUEM.
VicTopus M3y4eHNns JaHHON IATONOT NN 6epeT HayajIo
B XIX Beke. B 1892 1. Louis Henri Vaquez, sanumaro-
muiics u3ydeHneM 6omesHelt cepfia, omucan Gopmy
[[MaHO03a C IOCTOSHHBIM 3pUTpoLNTO30M [1],a B 1903 I.
65110 BHICKa3aHO HMPEAIIONIOKEeHNe, YTO HIPUYNHOI
9TOTO COCTOSIHUS SBJISIETCS MOBBIIIEHVE AKTUBHOCTY
KocTHOro mosra [2]. B 1951 r. William Dameshek Bb1-
IenMuI TPYIIy MMenonponndepaTuBHbIX 3ab0eBa-
HUI CO CXOHBIM IIaTOT€He30M, KOTOpas BK/II0Yasa
Y SPUTPEMMIO € KJIACCHYECKUM MCXOZOM IIaTONOTUI
B Mueno¢u6bpos [3]. B 1967 r. 6s11a coznana Vccneno-
BaTe/IbCKas IPYIIIA [T0 M3YIeHNMIO CTHHOI ITONNIN-
temun (PVSG) [4], a orkpbiTue B 2005 I. pony MyTanum

JAK2V617F B maToreHese MuenonponndepaTuBHbIX
HOBOOOpasoBaHMii [5, 6, 7] co3[5a710 BO3MOXXHOCTD
yTOuHeHus Kputepues auarnosa VIII skcnepTHOIM
rpynnos BcemupHoli oprannsanmm 35paBoOXpaHeHNsA
(BO3) 82000 1 2008 rogax [8, 9].

B pyTuHHOI KIMHMYECKOI IPaKTUKe Bpayy Tepa-
TeBTHI, CeMeliHble Bpauyl, TePOHTOIOTY PEeKO CTasl-
KMBAIOTCA C JAHHOI MaTO/IOTKeEN, IIOCKOIbKY 9TUMU
ManyeHTaMM 3aHUMAIOTCSI OHKOJIOTY U IeMaTOo/MOr .
Mpbl npefjmaraeM BHUMaHUIO YU TATe/A KIMHNYECKUA
ciIydait TpyfHOro AuddepeHnanbHOTO AMAarHO3a
COYeTAHHOTO MOBPEXKCHIS ITEYeHN Y TI0XKITIOr0 6O/Ib-
HOTO.

bonbnoit K., 1939 r.p., BepBble MOCTYNNII B OT-
IeneHye XpOHMYeCcKnX 3aboneBannit mevenm Ne 1
IOHWMW racrposnteponoruu /13 r. MOCKBBHI B Mae
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2012 r. OcHOBHas1 >kano6a — BBIPa>KeHHBbI KOXXHBII
3y/l, UHTEHCUBHO CHIKAIOUIVI Ka4eCTBO XM3HU U He
KYIMPYEMBIi TPOBOAMMBIMU II0 MECTY KUTENbCTBA
MeponpuATuAMU. VI3 aHaMHe3a 13BecTHO, 4TO B 2008 T
I10 TOBOJY OTK/IOHEHWII B KIIMHMYECKOM aHa/n3e Kpo-
BI 61T 06C/IEOBAH B FeMAaTOIOTYeCKOM CTAI[IIOHAPE,
110 pe3y/IbTaTaM TPEIaHOOMOICU Y AUATHOCTUPOBAIN
sputpemuio. ITomryyan XumMmoTepanuio B Te4EHUHA T10-
nyropa et (o ocenu 2010 1), Ha3BaHM [IpeHapaToB
U J103bI He IOMHUT, MeUI[MHCKOI JOKYMEHTAI[U! Ha
pykax HeT. Ocenbio 2010 T Ha ¢oHe criennduUIecKoro
JledeHNs BIIEPBbIE BBIABIU/IN U3MEHEHNS B OMOXMMU-
4eCKOM aHajIu3e KpPOBH, ITO ObIIO paclleHeHO KaK
JIeKapCTBEHHDIII T€MaTUT, T€YUTICA B TACTPOIHTEPO-
JIOTMYECKOM OT/eTIeHUM IO MeCTY >KUTeNbCTBa (Me-
IDUIIVHCKON JOKYMEHTaL MM HeT) 6e3 BBIPaXKEHHOTO
addexra. ITocme BBIMMCKY TOCTENEHHO MMOSBUIICS
KOXXHBIL 3y [ C TEH/eHIIVell K 6bICTPOMY HapacTaHUIO
€ro MHTEHCUBHOCTI. B aTOT mepuop crenndudeckoe
7iedeHue 110 TIOBOJY 3pUTPEMUM MOy YAl HE TIOCTOSH-
HO. B peBpane-mapTe 2011 r 6611 TOBTOPHO rOCIINTA-
JM3VPOBAH B OT/[eTIeHIe TaCTPO3HTEPOIOT MY IO MECTY
KMTEeNbCTBA. B aHanmM3ax KpoBM OTMeYanu I[UTONMN3
M XOJIeCTa3 ¢ TeHjeHueit K pocry (AJIT 265333 en/n,
ACT 124-254 ep/n, II® 1261994 en/n, TTTII 140
en/n, o61mit 6uupyouH 17-36,4 MkMons/m). B o61em
aHa/yu3e KpoBU — JefiKonuTo3 fo 18,7X10° n/s1 7%,
reMorno6uH 156 r/1, TpoM60on T 588 THIC.; MAPKEPHI
BUpycHBIX reratutos B u C e o6HapyxeHsL [Ipu Y3
OpraHOB OPIOLIHOI ITOJIOCTY BbIAB/IEHbI A1 Py3HbIE
M3MeHeHMUs IedeHu 6e3 YBeIUIeHNsI ee PasMepOB.
330daroracrpopyonenockonus (AIC) BbisBuIA 9H-
TOCKONMMYECKME IPU3HAKY XPOHMIECKOTO TaCTPOJyO-
meHuta. [IpoKOHCY/TBTHPOBAH IEPMATOIOTOM B CBA3N
C TIOABTIEHMEM Ha KO)Ke KPYITHOIIAITY/Ie3HOI 3y A1wel
ChINN, AaHHBIX 32 KO>KHOE 3a60/IeBaHIe He BbISIBIEHO.
JIBak[pl IpOBefeH MIasMadepes, YTO A0 BpeMeH-
HOe yMeHbIIIeHMe KOXXHOro 3yfa. [Iposopnnm nedenne
IpemapaTaMM: 3CCeHIMale, rela-Mepl, Me3uM ¢opTe,
cynpacTuH. B cBA3u ¢ Hea(pPeKTUBHOCTHIO JIeYeHU A
HavaTo jiedeHNe IPeSHN307I0HOM B flo3e 30 MI/cyTKn
C IOCTENEeHHBIM CHYDKEHMEM 103bI (IIPOJOJDKAJI IOCTIe
BBIIIVICKY /IO KOHIIA anperis). JJnarnos mpu BhIIINCKe —
«XPOHMYECKUII TeTIaTUT CPefiHell CTelleHU aKTUBHOCTI
HEYTOYHEHHOrO reHesa (ekapcTBeHHBbIN?)». [Toce
BBIIMCKY Ha (OHE TepUOMIeCcKOro IpyueMa rema-
TONIPOTEKTOPHBIX IIPEMapaToB ¥ OTCYTCTBUA CIIEIN-
(udecKoro e4eHu 1o HOBOLY SPUTPEMUU OTMeYal
MOCTENEHHOE HapacTaHMe KOXKHOT o 3y/ia. B mocnennue
3-4 gusa go rocnurtanusauuu B LTHUMUIT ormetun
MOCBET/IEHNE Kajla ¥ TIOTEMHEHVE MOYM NIPU COXpa-
HEHHOM allIleTUTe ¥ OTCYTCTBUM 6OJIel B KUBOTE
u muxopapku. HeoOX0#MMO OTMETUTD, 4YTO BO BpeMs
HEOJHOKPATHBIX 00C/IeOBAHMIL Y TOCTIMTAIM3AL NI ITO
MeCTY >KUTe/NIbCTBA 6O/IBbHOI, He CMOTPSI Ha Ha/ln4due
MOATBEPKIEHHOTO FéMaTO/IOTMYECKOTO IMArH03a, He
HOJIyYasI PEeryIApHO CHenduyecKkoro ge4eHns 1 He
ObLJI TOBTOPHO IPOKOHCY/IBTUPOBAH IeéMaTONOTOM.
Mexny TeM, KIMHNYeCKasa CMMIITOMAaTHKA y JAHHOTO
IalMeHTa He JO/IKHa Obl/la paclleHMBAThCA TONTBKO
KaK JIeKapCTBEHHBIII TeNaTUT 6e3 ydeTa TeIeHN OC-
HOBHOTO 3a60/IeBaHIA.

V3BecTHO, UTO B IATOTEHE3E SPUTPEMUM OCHOBHYIO
POJb UIpaeT KJIOHAIbHbII MMUeIOIPOIu(epaTuBHbII
IIpoLIece 3/10Ka4eCTBEHHO TpaHC(HOpMaIN B pAHHUX

TeMOIIO3TUYECKUX IPefIIeCTBEHHIKAX C TIOCTIeAYI0-
Ieli COMAaTUYeCcKol MyTaljuell B reHe AHYCKIHA3BI pe-
IIeNITOPOB IMTOKMHOB [10]. PasByBalommasca npy sToM
[IOBBIIIEHHAS IPONudepaIus MUETONUFHBIX POCTKOB
KPOBeTBOpeHNs (IPeNMYIeCTBeHHO 9PUTPOLUTAP-
HOT0) TIOCTENIEHHO MPMBOAUT K Pa3BUTHIO 04aroB 9KC-
TpaMeRy//LIPHOIO KPOBETBOPEHIS 1 BBICOKOMY PUCKY
TpoM6030B 1 TpoMboambonmit. Ha dpone grnrenpHoit
npomidepanyy HaTOMOTNYECKMX FeMOIO3TUYECKIX
KJIETOK Pa3BMBAETCSI BTOPMYHBII TOCTIIONUINTEMN-
YecKnit Muenopuopo3 Kak pe3ynbTaT 3aMelljeHu s
aKTVBHBIX KJIETOK KOCTHOTO MO3Ta KOJ/I/IaT€HOBBIMI
BOJIOKHaMIL. Y 4acTy 60/IbHBIX BO3MOXKHO a/IbHelilIIee
ImporpeccupoBaHme 60/1e3HN BIIOTH 0 (asbl 6macT-
HOIT TpaHcdopMaIyn.

OcCHOBHasI KIMHUYECKAsl CUMIITOMATIKa 3pUTpe-
MuM 06yC/IOB/IeHa IPOABIEHNAMY MOTHOKPOBU S
(T.H. ILIETOPBI), HAPYLIEHUAMY MUKPOLUPKYIALUN
u TpoMbO3aMu.

Cpepny HanboIee YaCThIX CMMIITOMOB 3a60/IeBaHNUA
HeoOXOomMMO BbIenuTh [10]:

o Pacuupenue nooOko#HblxX 6eH U U3MeHeHUe ysema
xoxcu. Koxxa mpnobperaeT KpacCHO-BUIITHEBBII L{BET,
0COOeHHO BBIPa)XXEHHBII Ha JINIe, LIee, KUCTIX,
A3BIK ¥ I'YOBI MMEIOT XapaKTePHbII CHHeBAaTO-Kpac-
HBI1 (6arpoBblit) [1BeT, MI3MEHEH [jBET MATKOT0 HéEGa
IIPY COXpaHEHUY 0OBIYHOI OKPACKMU TBEPHOro HEOa
(1.H. cumnToM KynepmaHa), KOHBIOHKTVBA THUITe-
peMupoBaHa.

o Tonosuas 60nv, HapyuieHUue KOHUEHMPAUUU BHU-
MaHUs, 2071080KPYyHeHUS, CLAOOCHb U APYTUe
IPOABICHMS HapyIIeHN LepebpOBaCcKyIAPHOIN
MMKPOLVIPKY/IALUY, YCUIMBAIOIINECA B )KapKYI0
HOTORY U IIpY (pU3MIECKOIl HaTPY3Ke, a TAKXKe IPI
00e3BOXIBaHNN.

o Ilosviuenue apmepuanvriozo 0asneHus, maHudge-
CIMAYUSA UTU YXYOUleHUe MedeHUs yiice UMEIUseiics
KapouanvHoil namonozuu (runepToHndeckas 6o-
JIe3Hb, NIlleMMYeckas 60/Ie3HDb CepALa).

o KosiHpiil 3y0 — ABNAETCSA XapaKTePHBIM IIPU3HAKOM
VI HabmiofaeTcs y 3SHAYNMTETBHOM YaCTH OOTBHBIX
[11]. 3ym ycunuBaeTcs mocie KynaHus B TEIION
BOJ€, UTO, BO3MOXKHO, 06yCTIOB/IEHO BHICBOOOXKIe-
HJeM I'ICTaMJHa, CEPOTOHIHA U TPOCTATITaHHOB
[12, 13, 14].

o Opumpomenaneuy — HeCTepIUMBbIe XTy4ne 601u
B KOHYMKaX [aJIbIIeB PYK 1 HOT, COTIPOBOX A0 Me-
Cs1 TOKPAaCHeHMEM KOXU U TOsIBJIeHIeM 6arpoBbIX
IIMaHO3HBIX IISITeH. B ocHOBe cummTOMa — 06paso-
BaHMe MUKPOTPOMOOB B KalM/IIAPaXx, KaK Clef-
CTBYE HAPYUIeHUs MUKPOLMPKY/IALNM Ha QOHe
[IOBBIIIEHHOTO T€MATOKPHUTA ¥ KOJIIIECTBA TPOM-
6ouuToB [14].

o Apmpaneuu — HabIIOFAOTCA IpUMepHO y 20%
60/1bHBIX 1 0OYC/IOBIEHBI M HAPYIIEHUEM MUKPO-
LUPKYIALUYA U3-32 YBEIUYCHNS BA3KOCTU KPO-
BY U BTOPUYHOJ TMIIepypuKeMueli (B pesynbTaTe
paspyleHnsA n30bITOYHOTO KOIMYECTBA KIeTOU-
HOJI MacCBbl, 1, KaK CJIefICTBYeE, IOBBIIIEHN A 0OMeHa
IIyPUHOBBIX OCHOBAHNIT — IPORYKTOB flerpafaliim
JHK). BosMoXXHO pa3BuTHe TUIIMYHON KIMHUYE-
CKOJ1 KapTVHBI IIOZJATPBI C CYCTABHBIMY OOTISAMY, ap-
TPUTOM, MOYeKaMEHHOI1 60/Ie3HbI0, BHECYCTaBHBIM
OT/IO>KEeHIeM MOY€eBOII KMCIOTHI 1 GOpPMIPOBAHIEM
TOdycoB.
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o bBonu 6 HUMHUX KOHEUHOCMAX. SIBIAIOTCA CIef-
CTBUEM COCYAUCTON HeZOCTaTOYHOCTU Ha GoHe
HOBBILIEHN A BASKOCTY KPOBH, CHYDKEHMSA CKOPOCTHU
KPOBOTOKA 1 YXYZAILIEHM Te4eH I Ha 3TOM POHe cO-
Iy TCTBYIOMMX COCYMCTBIX 3a00/IeBaHMUIT HYDKHNUX
KOHEYHOCTeil (BapuKo3Has 60/1e3Hb, 06nurepupy-
IO MIf SHAAPTEPUUT U T.IL.).

o Cnnenomezanus u cenamomezanus. OTININTENb-
HBIM IIPU3HAKOM ABJIAETCA 3HAUUTEIBHOE YBEIIN-
JeHIe CeJIe3eHKN, a He IedeH). B HavanpHOI dase
SPUTPEMUN TeHATOCIICHOMET TN Pa3BUBACTCH
13-3a YpEe3MEPHOr0 KPOBEHAIIOJTHEHN, a BIIO-
CNIeACTBUY — 3a CYET Pa3BUTUsI OYaTOB HKCTpaMe-
IY/UIIPHOTO KPOBETBOPEHNUA NPEUMYILECTBEHHO
B Ce/le3eHKe.

o Opo3usHO-A36eHHbIE NOPANEHUS HeNYOKA U 06eHA0-
uamunepcmmoii Kuuiku Ha poHe TPOMOO30B METKIX
COCyZi0B 11 TPODUYECKNX HAPYIUEHNUI B CIU3UCTO
o6ornouke HabmonatoTca y 10-15% 6onbubix [10,15].

o Tpom603vL u mpom60ImM60nUY, Pa3BUBAOIMECS
BCJIE[ICTBYE TIOBBILICHHOI BA3KOCTY KPOBY, TPOM-
601MTO3a U M3MEHEHMII COCYAMUCTOI CTEHKH, SAB-
JIIIOTCS OCHOBHBIMM pYCKaMy (aTalbHOTO MCXOfA
B IIepBbIe TOfBI 3a00/IeBAHILA.

Heo6xomnMo0 OTMETUTD, ITO NIPY MIEPBUIHOM OC-
motpe B LIHVMI cocrosHKe nannenTa pacieHeHo
KaK yJoBlIeTBOpNTeNnbHOe. OTMeYasich BHIpakKeHHbIe
M3MEeHEeHsI KO>KHBIX IOKPOBOB B B/l IUIIEPKEPATO3a
¥l HaJIM4VsI MHOTOYMCIEHHBIX BBIPA)KEHHBIX CTIEf[0B
pacuecos, 6onblile Ha KOHe4HOCTsAX (puc. 1). Henp3s
CKa3aTh, YTO KO>Ka Ha KOHEYHOCTSIX, /IUIIe I Liee ObLIa
tunn4Horo gy VIIT nBeTa (MHTEHCHBHO-KPAaCcHOIL), HO
BCe )K€ HeKOTOpasi TUIIepeMus ¢ 6arpOBBIM OTTEHKOM
oTMedYanach. TUNMIHBIX M3MEHEHNUIT OKPACKY SI3bIKA,
ry6 u cumnroma Kynepmana He BeiABneno. Ha koxe
BCETO TY/IOBUINA HAOTIOHAIOTCA MAIlyIe3HO-ISATHNI-
CTBIe, MECTaMI CIMBAIOLIECs, 3y As1IIVie BBICBITAHS
(puc. 2). VimMeeTcs BapyKo3Has 60/MIe3Hb BeH HIDKHUX
KOHEYHOCTel1 6e3 IIpU3HAKOB TPODUUECKUX HapyIle-
Huil. ITpu ocMoTpe o6palano Ha ce6s BHUMaHME YBe-
NMYeHNe Ied4eHn (BBICTYIaeT U3-10f Kpas pebepHoit
Iyru Ha 2-3CM) U cee3eHKM (BBICTyIaeT Ha 3-4 cM
U3 1oz pebpa).

IIpu [OMOMHUTEIBHOM ONPOCE BBIACHEHO, UTO
OCTpble BUPYCHbIE TeIIaTUThI, OIlepaTUBHbIC BMellIa-
TENbCTBA Ha JKeTIEBBIBOASLINX MY TAX U FeMOTPaHC-
(dy3un B aHaMHe3e OTCYTCTBYIOT, B Te4€HME HECKOTIb-
KMX JIeT OblI JOHOPOM KPOBI, 37I0yIOTpebIeHme
aJIKOTOJIeM KaTeTOPUIeCK) OTPUIAET.

BeIsiB/IeHBI 3HAYNMTENbHbIE I3MEHEHM s B Tabopa-
TOPHBIX [IOKa3aTe/lAX: IOBBIIIEH)E FeMOTITIOOMHA O
163 r/n1, sputponuros go 6,39 X10°, rpobonnTos fo
669 TbIC., meitKonuTO3 K0 16,3 X10° 6€3 BBIpaKeHHBIX
usMmeHeHuit B popmyne. Obpamany Ha ce6st BHUMA-
HMe BbIpakeHHbIN utonus (AJIT 403,8 en/n, ACT
335,9 en/n) u xonecras (IIIP 1021 en/n, ITTII 1171
efi/1), IOBBIIEHNE YPOBHA 061ero 6unmupyouHa fo
59,3 MKMOJIb/N1. BenkoBo-cuHTeTMYeCKasA QyHKIMA
Ie4eHy coXpaHeHa. MapKépbl BUPYCHBIX IellaTUTOB
B u C He 06Hapy»xeHbl. Heo>xnmaHHOI HAXOI KO ABU-
7I0Cb OOHAPY>KeHIe AHTMITOXOHAPUATIbHBIX AHTUTEIT
AMAM?2 B [MarHOCTUYECKOM TUTPE.

IIpu npoBefieHNM 3X0rpadIIecKOro UCCIeOBaHNA
OpraHOB OPIOLIHOI MOTIOCTH BBIABIEHO fAupdysHbIe
M3MEHEeHU IeYeHN U YBeINYeHe ee pa3MepoB 3a
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cueT 06eux foseit: TonuHa 1eso gonu — 98 MM (N 1o
60mm), KBP npasoit gonu - 181 mm (N o 150Mm),
TOJIIVHA IpaBoii fonu —144 Mm (Hopma o 100 Mm).
CeneseHKa 3HaYNTENbHO yBenudeHa: 178 Ha 65 MM
(N po 120x60 MMm), oL Ab yBenndeHa 1o 108,4 kB.cM
(Hopma 10 47 xB.cM). IlopTanbHas runepTeH3ns BbIpa-
>Ka/lach B paclIMpeHNN AyaMeTpa BOPOTHOI BEHBI 10
16 MM 1 cente3eHo4HOI BeHbI 1o 10-11 MM. Kpome sToro,
oOHapy)XeH yBeIMYeHHDIN TUM(aTINYecKuil y3en 1o
XOIy TeNaTORYOAeHAaTbHON CBA3KY, IIOINIIOBU/JHOE
06pa3oBaHMe )KeTYHOTO IY3bIPs K0 3 MM U OM/IMApHBII
C/IAfIK C Ha/m4yueM B3Becu 1 ocazika. CBOOOIHOM K ujI-
KOCTY B OPIOIIHOJ [IONOCTY He 06HAPY KeHO.

B cBs131 ¢ BBISIB/IEHHBIMI M3MEHEHMSIMU BBITIOTTHEHO
9HJocKonmyeckoe Y3V, koTopoe NOATBEpANIIO HAMN-
YJe YBe/IMYEeHHOTO TMMQaTUIeCKOT0 y3/Ia I10 XOAY Te-
TIATOZ[yOfleHATbHOM CBA3KM, TIOINIIA SKETIHOTO My3Hbl-
P, GuIMapHOTO CIafKa. BeIsBIEHBI TAK)Ke IPU3HAKI
XOJIAaHTUTA, XPOHNYECKUIT XONELUCTUT, XPOHUYECKUIA
naHkpeatut. IIpu OTIC o6HapyKeHBI BapUKO3HOE
pacimIMpeHye BeH NUIIeBOAa I cT. ¥ Mpu3HaKM Xpo-
HIYECKOTO racTpuTa. KooHOCKONNA OpraHNYecKon
MaTO/IOTU Y He BbISBUJIA.

Takym o6pasom, mpu 06CIefoBaHNM OBIIN TOTY-
YeHbI IPU3HAKY MPOTPECCUBHO Pa3BUBAIOLIETOCS
11 dy3HOro nopa>keHust MeYeHu ¢ BBIpa>keHHBIM
X0JIecTa3oM Ha cTajuu nupposa. Juddepennnans-
HBI AVaTHO3 IIPOBOJVIIN MEX/Y TeKapCTBEeHHBIM
MOparkeH)eM IeYeH ), IEPBUIHBIM OUIMapHBIM LVIP-
po3oM (AMAM?2 - NO3UTHUBHBIM), IEPBUYHBIM CKJIe-
posupyomuM xonaurutoM. Kpome aroro, ¢ yuerom
BepuUIMPOBAaHHOIO FeMaTONOrMYecKoro 3abojeBa-
HUA Y JAaHHBIX VICCTIEIOBAHNA TepudepuIecKoit KpoBu
Heb351 ObIIO UCKITI0YNTD GOPMMPOBaHIE BTOPUYHOTO
LMppo3a nedeHy Ha GOHe IPUTPEMUNL.

C 1e/1bI0 YTOUHEHM A [MAaTrHO3a BBINOTHEHA ITyHK-
LMOHHAs OUOICHUS [IeYeH N, IIPU UCCTIeOBaHNN Tera-
tTo6uoITaTa BblsiBIeHa MOPQONIOrndecKas KapTuHa
IeCTPYKTVBHOTO XOJIAaHTMTA, BBIPaXKeHHas BaCKyJIO-
TaTysA C aHTYOMAaTO30M IIOPTa/JIbHBIX TPAKTOB I Ka-
IApuU3anmer cunycoupios (puc. 3,4, 5, 6). JaHHyI0
TMCTOJIOTMYECKY0 KapTUHY HaTOMOP(OJIOT pacLieHNUT
KaK BO3MOXKHO 00YCTIOB/IEHHYIO IPUEMOM XMMUOTE-
pamneBTudyecKux npenaparos. OgHaKoO, Helb3sl OBIIO
urHopuposaTh 1 AMAM?2-1010XXUTENbHBIN CTATyC
60mpHOTO. B farHOCTIYECKOM anrOpuUTME FUATHO-
CTUKIU NepBUYHOTO 6unnapuoro uupposa (IIBLI) po-
IycKaeTcs BepudMKanyuA IaToJI0rny Ha OCHOBaHUY
XapaKTepHOJ KIMHNYIECKOI KapTVHBI ¥ HaMW4YUs aH-
tuten AMAM?2 6e3 poBefeHNs TUCTONTOTNYECKOTO
uccnenoBaunsa. OnHaKo, 0COOEHHOCTHIO TATOMIOTUN
ABJIAETCSA TeHJIePHBIN COCTAaB MaLlVEeHTOB: Ko 95-98%
6onpubix I1BI] - >xenmunbl. Hanmyme xapakTepHbIX
AHTHUTENT Y HAalllero MaIiMeHTa ABUIOCh HeOXKUTAHHO-
CTBIO U CYIeCTBOBA/INM COMHEHMS B BepuduUKauum
I1b1] Ha 0CHOBaHMY TOJIBKO 3TOI0 MUMMYHOIOTMYECKO-
ro mapkepa. OflHaKo, XapaKTepHas TUCTOIOTYecKas
KapTMHA HETHOMHOTO IeCTPYKTMBHOTO XOTaHTUTA
(puc. 3) momomnHsMa UMEIOIMECsT TUATHOCTIYeCKIe
KpUTepuu 1 He NO3BOMANO UCKM0UNTh AMAM2-m0-
suTuBHBIA [1B1] y Mo>X1moro My>x4mHbl, IpuyeM fie-
610T 3a60/1eBaHM MOT OBITH CBsI3aH IMEHHO C IIpye-
MOM XMMMOTEPATIEBTUIECKUX IPENapaToB II0 TOBOAY
sputrpemun [16]. Hapany c atum obpamiano Ha ce6s
BHUMAaHIe, 9YTO MMeeTCsI OYeHb OBICTPOe pasBuUTHE
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U IpOTrpeccUpoBaHye TeNaTOCIVIEHOMeTa Iy U 1op-
TaJIBHOJ IUINepTeH3nM (KapTUHA LUpPpo3a IHedeHN
chopmMupoBanach BCEro 3a OfUH I'ofj, 4TO C 6OIBILION
CTENeHbI0 BEPOATHOCTY MOITIO OBITH 00YCIOBIEHO
reMaTo/IOTMYeCKOI IIaTOIOIMeEN).

[TaroreHetnyeckas knaccuduraunus VII (apurpe-
M) BK/TIOYAEeT YeThIpe KIMHMYecKue craguu [17, 18]:

I cmadus - HauanvHas. XapaKTepusyeTcs Tumep-
II/Tasyeil KOCTHOTO Mo3ra 6e3 Haam4ms M06bIX pu-
3HaKOB ¢p1bPO3a, IPM STOM B IlepudepryecKoii KpoBu
BBIABJIAIOT IPEMMYIeCTBEHHO IOBbIIIECHYE MaCChI
LUPKYIUPYIOLINX 3puTpouuTos. KimHnyeckue npo-
SIBJIEHM S — IJIETOPA, aKPOLMAHO3, 3PUTPOMETIANT U,
3YZ KOXXU, IPEUMYIIeCTBEHHO IOC/Ie BOJHBIX IPO-
nenyp.

I1 A cmadus - spumpemuueckas (paseepHymas) 6e3
MUenouoHol memanna3uu cene3eHku. XapakTepHa
TOTa/IbHAA TUIIEPIIa3NA TPeX MUEIOUIHBIX POCTKOB
C BBIpa)XEHHBIM MeTaKapMOLMTO30M, OfJHAKO, OYaru
9KCTpaMe[y/UISIPHOTO KPOBETBOPEHMS OTCYTCTBYIOT.
TenarocrieHOMerasns Hpu 3ToM 00yClIOB/IeHa CeKBe-
cTpalueil U36bITOYHOI KIeTOYHOI Macchl, a B IIepu-
¢dbepuyeckoit KpoBy Ha GpOHE IPUTPOLNUTO3a MOTYT
HAOMI0AI0TCsI 3HAYMMBII HeliTpodues, 6asobuins
U TPOMOOIIUTOS.

II b cmadus - spumpemuueckas (paseepHymasi)
¢ MuenoudHoi memannasueii cesne3eHku. B medenn
U Cele3eHKe TOABIAITCA M IPOTPECCUBHO yBEINYN-
BAIOTCS 0Yary 9KCTPaMely/ULIPHOTO KPOBETBOPEHM A
Ha (oHe CTaOM/IBHBIX ITOKa3aTesIell mepudepuIecKoi
KpPOBY MM JjaXke HEKOTOPOTO CHYDKEHN A KONMMYeCTBa
9PUTPOLMUTOB U TPOMOOLMTOB 33 CIET BTOPUIHOTO
TUIIepCIIZIeHn3Ma. B KocTHOM Mo3re MOAB/IAETCA U Ha-
pacraet ¢pu6pO3 10 BEIPa)KEHHOTO PETUKYINHOBOTO
Y 0YaroB KOJITareHoBoro ¢pubdposa.

III cmaodus — nocmnoAUUUMeMUuUecKo2o0 Mue/wtjiu—
6posa (anemuueckas). XapaKTepusyeTcsi HapacTaHIeM
KOJL/Iar€HOBOTO Gpubpo3a ¢ pa3BUTIEM OCTEOCKIIEPO3a
B KOCTHOM MoO3Te. B K/ImHM4eckoi kKapTuHe JOMIHN-
PYIOT aHEMUYECKMIT ¥ TeMOPParu4ecKuil CUHPOMBI
3a CYeT IHpOrpeccUpyIolleil Jenpeccun MUeNIonoa-
3a, IPUCOESUHAITCA MH(EKIVIOHHbIE OCTOKHEHNA,
a TaK)Ke BO3MOXXHO IIOAAB/IEHNE CYMIITOMOB OIIyXOJle-
BOJI MHTOKCUKALIMM.

OpnuM n3s BapuaHTOB ucxopa VII rakxe moxxeT
6bITb G1acTHasA TpaHchopMaluA C pasBUTHEM O1acT-
HOTO Kpu3a Kak de novo, Tak 1 Hocjie pasBUTUS BTO-
PUYHOTO MMENTOAVCIINIACTINIECKOTO CUHAPOoMa [19].
IIpu guTeIbHOM TedeHN M 3a60MeBaHUS MOXKET HACTY-
MIUTD UCXOJ BO BTOPMYHBIN HOCTHONMNLIMTEMIIECKUIT
Muenodubpos [20]. ITo umenInMcs B 1uTeparype
DaHHBIM BEPOSITHOCTb IPOTpeccHpoBaHMA 3a0601e-
BaHNA B $asy 6/1acTHOI TpaHCPOPMALUM COCTABIAET
0,34% B rof B T€4EHME IEPBBIX 5 JIeT 60IE3HM C yBe-
nudeHueM 1o 1,1% B ron npu IpomOIKUTENBHOCTI
3aboneBanus 6onee 10 net [21], a yacToTa pasBUTHUA
[OCTIIONINIIUTeMIYeCKOro Muenodnubposa-5,7% B Te-
yenue 10 et [22].

TakuMm o6pa3oM, y Hab/M0gaeMOro HaMy IalyeHTa
He/Ib3s1 OBLIO MICK/IIOYNTH BTOPMYHBILI IMPPO3 [IeYeHN
Ha pone sputpemun B cragun I1 B. C ygeTom monyden-
HBIX IIpY 06C/IeZOBaHNY JaHHBIX OOTTBHOMY BBICTAB-
J7IeH auarHo3: XoMaHIUT, BEPOSATHO, 00YCIOBIEHHBI
IIpVeMOM XMMUOTepaIeBTUYeCKMX penapaTos. [Tep-
BUYHBII OMIMapHbIil 11ppo3, AMAM2-n03UTUBHBLI

Ha CTaiuy HETHOJHOTO JIeCTPYKTMBHOTO XOMaHTUTA.
Opurpemus Ha ctapguu II b ¢ HanmuumMeMm oyaros aKc-
TpaMeJy/IIAPHOTO KPOBETBOPEHNA B IEYEHN U Ce-
ne3eHKe 1 GOpMUPOBaHMEM BTOPUYHOTO LUPpO3a
nedeny. Ha ¢poHe mpoBefieHNA Tepanny, BKIOYAI0-
el ypcogesokcuxonenyto kucnory (YIXK) B gose
1000 Mr B CyTKM U IIapEHTEPA/IbHOTO BBE/I€HU S J€3UH-
TOKCUKAIL[MIOHHBIX PaCTBOPOB KOXHBII 3y/l HEMHOTO
YMEHBIINICS, a TIOKAa3aTe/MN LUTONN3A M X0/IecTasa
TIOKa3aay TeHJEeHIINIO K CHV>KEHMI0. BOTbHOV BBIIN-
CaH ¢ peKOMeHauuel Ipogo/mKNTh tedenne Y IXK
1000 Mr/cyTKM 1 06513aT€IBHOI KOPPEKIfelt TedeHNs
y TeMaTosI0Ta-OHKOJIOTa.

OCHOBHBIM CPeICTBOM CHIDKEHUSA M3OBITOYHOTO
KONIMYeCTBa KIE€TOYHOM MacChl Py 3pUTPEMUM B Ha-
CTosiIIee BpeMs ABMAITCA UTOCTATUKM, TPYMEHI0-
myecs, KaK IIPaBUIo, B Ka4eCTBE MOHOXMMUOTEPATINI
B HU3KUX Jj03aX. l]enbio mpyMeHeHU A IUTOCTATIKOB
ABMIsIETCA CAepP>KMBaHue Nponudepanyy OnyXonn
¥ KOHTPOJIb IIOKa3aTesell KPOBU C Le/bI0 MpodumIak-
TUKM OCIOXKHeHMiT. OOLIeNPUHATEIX CTAHJAPTHBIX
CXeM IpUMeHeHMs He cyuecTByeT. Cpeny Hambonee
4acTO IPUMEHAEMBIX NIpenapaToB He0OXOAMMO OT-
MeTUTb IMApOKCcUKapbamup (IngpoKCMMOUeBIUHA,
TUApea), KOTOPBIil MpuMeHsieTcs B fode 10-30 mr/
Kr/ cyTku B TeyeHue 10-14 gHeit exxemecsayno. ['u-
IPOKCMMOYEBMHA ABNACTCHA BHICOKO3(EKTUBHBIM
IpenapaToM /i NpopuUIaKTUKK TPOMOO30B Y BCeX
6onbHbIX VII, 0cOO€HHO B TPYIIIE BHICOKOTO PMUCKa
3a CYET HOPMa/M3alUM He TOJIbKO FéMaTOKPUTA, HO
U yPOBHs1 IEIIKOLINTOB U TPoM6011TOB. OfHAKO, HE06-
XOJMIMO OTMETUTb, YTO TEPATINA TUJ[POKCUMOYEBMHOI
MO3BOJIAET JOCTUYD IOTHOTO KIMHIKO-T€MATONOT -
YEeCKOr0 OTBeTa He4acTo, IpuMepHO B 7-10% crnyyaes
[22, 23, 24].

Hamm Hage)x/1bI Ha TOJIOXKUTETIbHBLI 9P deKT ede-
H1s1 OBLIM CBSI3aHbI C Ha3HAYEHMeM JaHHOTO crierndu-
yeckoro nedyenusa. OgHaxo, Npyu IOBTOPHOJN TOCHNUTA-
musanyy B THVIWT Mbl BBIACHUIN, YTO K T€MATO/NOTY
ManyeHT He ob6palancsa u cruenupuyeckoro neqe-
HUA reMaTONOTNYeCKOTO 3a00/IeBaHNA He IOTyYall.
ITocne BoImMcKy Ipofoxan nedenue Tonbko Y XK
B He IIOCTOSIHHOM pe>kuMe (ObI IIepephIB B TeUeHue
Tpéx Mecsaues). ObcnefoBaHye IpY MOBTOPHOIL TO-
COMTANU3AL NN IIOBTOPHO BBIABUJIO PaHee MPUCYT-
CTBOBaBIIVE IPU3HAKY IeKOMIIEHCAIIUM 3a00/TeBaHUA
KpOBU M LMppo3a nedeHn craguu A no Yaing-Ilso.
IIporpeccupoBaHuA NOPTAaNbHOV TUIIEPTEH3NN He
OTMeueHO, HabMI0aM0Ch HEKOTOPOE CHIDKEHIE MapKe-
POB LIMTO/MNM3A M XOJIeCTa3a, 0eIKOBO-CUHTeTIYeCKa s
GYHKIVA IedeHN oCTaBaIach COXPaHHOIL. B fanHyI0
TOCIUTAIN3ALMIO IPOKOHCYIbTYPOBAH FeéMaTONIOIOM,
KOTOPBI ITOATBEPAVI HATN4Ie AMArHO3a: DPUTPEMU,
pasBépHyTas cTapus, cyokoMmneHcanus. Pekomen-
noBaHoO popomkuth npueM YJIXK B nocrosHHOM
pexxume B fose 1500 M B CyTKM 1 7IedeHMe IIPeNapaToM
TUAPOKCUKapbaMuy, Mo HabIIOgeHNeM ITeMaToIo-
Ta-OHKOJIOTA IT0 MECTY XKUTEe/NIbCTBA.

bonbHOI nosBMICA B MOJle HAIlIETO 3peHuU ellle
OZIMH pas, KOrfga mpu obcnefoBanny OblIa BbLsBICHA
XOTb M He3HAUMTENbHAsA, HO TONOXUTENbHAA UHA-
MIKa B TaOOPAaTOPHBIX II0Ka3aTenAaX. BeIpa>KeHHOCTD
KO>XHOTO 3y/la YMEHbIIN/IACh HE3HAYUTEIbHO, IIOP-
TajbHAs TUIEPTEH3NUA — 6€3 IIPU3HAKOB IIPOrpeccu-
poBaHuA.



K crarpe

Tpynublit nuddepeHIaTbHbI JUATHO3 TOPA>KEHN A eYeHN Y HOXKIMJIOT0 OO/IBHOTO C MICTVHHOI IIOMMIIMTeMUei

(aputpemueir) (ctp. 178-182)
To article

Difficult differential diagnosis of liver damage in an elderly patient with true polycythemia (erythremia) (p. 178-182)

Pucynox 1.

Tumepkeparos u MHOXe-
CTBEHHDbIE C/IE€JIbI pacyeCOB Ha
KOHEYHOCTAX.

Pucynox 2.

O6mmuit Buj 60n1bHOrO (M3Me-
HEHNA BETA KOJKHBIX ITIOKPO-
BOB, HHTHI/[CTO—HaHyIIeSHbIC
BBICBIITAHN A, TUIIEPKEPATO3,
CIIefIbI PACYeCOB).

Pucynox 3.
JlecTpyKTUBHBIIT XOTTAHTUT.

a) BeipaskeHHas Bocmanu-
Te/bHaA MHPUIBTPALISAL
MOPTaIbHBIX TPAKTOB. 6)
IlepupyKTynApHas BOCIa-
nuTeNbHAsA MHPUIBTPALIV

C AeCTPYKIIMell MeTKIX
SKETIHBIX TPOTOKOB. OKpacka
reMaTOKCU/IMHOM ¥ 503MHOM.
YBenuuenne: a) x120, 6) x300.



Pucynox 4.
I'paHy/neMaTo3HOE BHYTPH-
I0/IBKOBOE BOCIIa/IeHMe. a)
BoipaskeHHas uaTanis

M KaIMIspU3aL s CHHYCON-
0B, Me/IKasA MakpogaranbHas
rpanynéma. 6) CMemaHHO-
K/IETOYHAA BHY TPUJIOBKO-
Bas rpaHynéma. OKkpacka
reMaTOKCUIMHOM ¥ 303MHOM.
VBenuuenne: a) x300, 6) x500.

Pucynox 5.

AHTMOMATO3 MOPTaTbHBIX
TpakToB. a) [lopTambHbIe
TPAKTBHI COZfepIKaT 60/bIIoe
KO/TMYECTBO KAIIVJI/IS PHBIX
COCY/OB pas3nuM4HOro Kanubpa.
Oxpacka reMaTOKCUTMHOM

¥ 903MHOM. 6) BeIpaskeHHBI
$ub6po3 aHrMOMATO3HBIX
MOpPTanbHBIX TPAKTOB. OKpa-
cka nukpodykcuuom o Ban
Tusony. Yeenuvenne: a) x300,
6) x90.

Pucynox 6.
OKCTpaMeyIIApHOe
KPOBETBOPEHME B IIeYeHI.

a) Ouaru skcTpamesyn-
JISIPHOTO KPOBETBOPEH IS
SPUTPOOIACTUYECKOTO THUITA.
6) B ogarax spurpo6macTst
PA3IMYHOI CTEIIEHN 3PETOCTH.
B) OkcudunpHple HOpMOOTa-
CTBI B IIPOCBETE CHHYCOUJIOB.
Oxpacka reMaTOKCH/IMHOM

1 903MHOM. YBe/lTndYeHue:

a) x300, 6) x500, B) x1200.
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TakuM 06pa3oM, y 60IPHOTO BBISIBIEHO COYETaH-
HOe MopakeHMe [edeH!, 00YCIOBIEHHOE, C OfJHO
CTOPOHBI, HaJIMYMeM 04aroB 3KCTPaMeAy/IAPHOTO
KPOBETBOPEHNA B IIeUEHN I Ce/le3eHKe, a C AIPYToit
CTOpPOHBI — IeKapCTBEHHOE IIOpa’keHNe NTeYeHN Ha
¢dboHe mpoBeeHM s XMMIOTePANNY, HAaIIPAaB/IEHHOI Ha
YHMUYTOXKeHME 3TUX o4yaros. AMAM2-IO3UTUBHBIN
I1BII, BpIcTaBIEHHBIN HAa OCHOBAHUM JJOCTOBEPHDIX
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