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Pe3tome. 53-y1eTHUIT 00IBbHOM aKpoMerajaueil oCTynu IJIs1 MPOBeAeHUsT Helipoxupyprudyeckoro jedeHus. [Tpu odbcienoBaHuu: rop-
MmoH pocta (I'P) 240 MEn/1 Bo Bcex Toukax rimoko3otojiepantHoro tecta (OI'TT), UDP-1 — 415 ur/mi, no MPT ronoBHoro mosra —
ageHoMa rurnogusa 34x32x27 MM ¢ cylpace/UIIpHbIM pacipocTpaHeHueM, AedopMUpyIOLLast U CMELIAIas XMa3My 3pUTETbHbIX
HEPBOB, MPOHMKAlOIIasl B 00a KABEPHO3HBIX CUHYCa, oOpacTatoniasi Cu(oH JeBOi BHYTpeHHEe cCOHHOM apTepuu. KinnHudeckue aHa-
JIM3bI BBISIBUJIMA BBIPaKEHHbBIN apuTpountos3 — 6,1x10'%, Hb — 200 r/n, HCT — 62%, ypoouauHoreH B Moue — 50 MKMOJIb/J1. Jlist uc-
KJIIOYESHUST SPUTPEMUU TAIIMEHTY ITPOBEIeHA TPEMaHOOMOIICUSI KOCTHOTO MO3I'a, BBISIBUBILIASI HOPMaJIbHbBIN FEMOII033, U, CJICACTBEHHO,
BTOPUYHBIN XapakTep 3pUTPOLUTO3a. B mpegonepaliMoHHbIi nepro y nauureHTa myremM ¢pJedboToMUN 3BaKyUpoBaHO 3a 4 ceaHca
1100 M1 KpoBH, Ha (POHE YETO KOJTMUYECTBO SPUTPOLUTOB CHU3MIOCH 10 5,1x10'2, Hb — 160 r/n, HCT — 50%, ncue3 ypoOUIMHOTEH
B Moue. [TalneHTy mpoBeeHa TpaHCHa3aIbHasl pe3eKLMs MAKCUMaJIbHO BO3MOXKHOTI0 o0beMa aaeHoMbl runodusa. [Tocne onepanyu
OTCyTCTBOBasIa Onoxumuueckast pemuccusi akpomeranuu (I'P 92—99 mEn/n npu OI'TT). Yepes Henesto mocie onepauuu: 3puTpo-
uuthl — 4,5x10"%, Hb — 141 r/n, HCT — 44,1%. Tauuenty HasHauen Canmocrarun JIAP 20 mr/28 mgHeii, u uyepes 6 MecsILeB mocie
orepanyyi CaMOYyBCTBUE MAlMEHTa ObLIO YIOBIETBOPUTEIbHBIM, YTO MOATBEPKAAIOCH KIMHUUECKON peMUCCHeil akpoMeTaanuu
u HopMmaiu3anueit MDP-1, a Takxke Bcex mapaMeTpOB KIMHUYECKOTO aHAIM3a KpOBU. Krrouesvie c106a: aKpome2anus, 3pumpouumos,
20PMOH pOCma, 2eM0o2100UH.

Secondary erythrocytosis in patient with acromegaly
Pigarova E.A.*, Dobreva E.A., Dzeranova L.K., Rozhinskaya L.Ya.

Resume. A 53-year old man with acromegaly was referred for neurosurgical treatment. At admission: growth hormone (GH) 240 ME/1 at all
time points of glucose tolerance test, IGF-1 — 415,1 ng/ml, brain MRI showed pituitary adenoma 34x32x27 mm extending suprasellar,
deforming and displacing optic chiasm, parasellar to both cavernous sinuses and surrounding left internal carotid artery. Clinical blood
tests revealed marked erythrocytosis — 6.1x10'2, Hb — 200 g/1, HCT — 62%; urobilinigen 50 mmol/I was found in urine; otherwise the tests
were normal. For exclusion of erythraemia the patient underwent trepanobiopsy of bone marrow which showed normal haemopoesis and
suggested a secondary nature of erythrocytosis. In preoperative period 1100 ml of blood were evacuated by phlebotomy in 4 sessions, which
resulted in reduction of erythrocyte count to 5,1x10'2, Hb 160 g/I, HCT 50% and disappearance of urobilinigen. The patient was then oper-
ated by transnasal approach with debulking of most adenomatous tissue but without biochemical remission of acromegaly (GH 92-99 at
glucose tolerance test). A week after surgery — erythrocytes 4,5x10'2, Hb — 141 g/l, HCT — 44,1%. The patient was prescribed a octreotide
depo (Sandostatin LAR) injections 20 mg/mth and at 6 months from operation was feeling well, with clinical remission of acromegaly and
normalization of IGF-1 and all blood count parameters. Keywords: acromegaly, erythrocytosis, growth hormone, hemoglobin.

*Aemop oas nepenucku/Correspondence author — kpigarova@gmail.com

HUe KOHILeHTpanuu remorioonHa (Hb) 6omee 185 r/n

PUTPOLIMTO30M Ha3bIBaIOT COCTOSIHUE, MPU KO-
TOpoM HaOJomaeTcss IMOBBIIIEHME YHCIa
SPUTPOLIUTOB M KOHIEHTpPAallUM TeMOTJIO-

O6uHa KpoBU. B HopMe y B3pocChbIX Jitogeil o6pasyercs

B cpenHeM 2,3x10° spUTpOIMTOB KaxXayio ceKyHay [3].

l'omeocTaTndeckre MeXaHU3MBbI PEryJIUPYIOT YPOBEHbD

00pa3oBaHUsI SPUTPOLIMTOB U 00ECIIEUYNBAIOT JOCTATOY -

HOE, HO He M30BITOYHOE UX KOJIUYECTBO B KPOBH.

AOCOIIOTHBIN 3pUTPOILIMTO3 OIpeaAessieTcs] KaK Mo-

BBILIEHKE MACChl DPUTPOLUTOB Oojiee yeM Ha 125%

BBIIIE CPEHUX MOKa3aTeeil I COOTBETCTBYIOIIETO

mona u Bo3pacTta. [Ipyn aGCONMOTHOM 3PUTPOIIUTO3E

TaK>Xe TMOBBIIIAITCS YPOBHU IeMOIJIOOMHA U TeMaTo-

KpUTa B KJIMHUYECKOM aHalu3e KpOBU. XapaKTepPHO

noseireHne remarokpura (HCT) 6omnee 60%, mosslire-
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JUISE MY>KYMH 1 6osiee 165 r/i aist keHuH [3,5].
BrisiBIeHO MHOXECTBO MPUYUH 3PUTPOIIUTO3A, KO-
TOpbIE MOXHO Kji1acCcU(UIIMPOBATh HA 1BA OCHOBHBIX
KJacca: mepBuuHbie ¥ Bropnunbie (Tab. 1). Acconuanust
aKpOMETaJIMU C BTOPUYHBIM 3PUTPOLIMTO30M 10 HACTO-
SIIeTO BPEMEHU B JIUTepaType He Oblia OMucaHa.

IManuent JI., 53 net, moctynun B ®I'BY DHuokpuHo-
JIOTUYECKUI HAayIHBIN LeHTp MMWH3IpaBCOLPa3BUTHUS
IJIST OTIEPATUBHOIO JICUCHUST aKpOMETallui — TpaHCHa-
3aJIbHOM TpaHccheHOUIaIbHOM aleHOMAKTOMMUU.

OCHOBHbBIMH KAJ100aMH, TIPEIbSBASIEMbIMU MALIMCH -
TOM ObLIM: M3MEHEHUsI BHEIIHOCTU, I'OJIOBHbIE 00JIU
CpEeIHETSKEI0M MHTEHCUBHOCTH, OOJIU B CIIMHE, HEUM -
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Tabauua 1
MpuynHbl 3puTpoLmTo3a. Tabnuua MoaudMLMpoBaHa
no McMullen M.F. u coasr. [3]
MepBuYHbLIA 3pUTPOLUTO3
BpoxaeHHblii
MyTauum B reHe peLentopa k aputponoatuHy (EPO)
Mpuro6peTerHbii
WcTuHHas nonuumTemus (Bkioyas MyTaumm 12 ak3oHa JAK2)
BTOpWYHLIA 3pUTPOLUTO3
BpoxaeHHbIn
[edexTbl KUCNOPOL-4YBCTBUTENBHOTO NYTH
MyTauyu rexa VHL? (YyBavckuii 3puTpoLmTos)
Myrauwu reda PHD2?)
MyTauwu reqa HIF-2c.
[pyrue BpoxaeHHble AedexTbl
[emMornobuH ¢ BbICOKOIA KUCIOPOA-CBS3bIBAIOLLEN CIOCOOHOCTBIO
HepocTarouHocTb Grcdocdornmuepar MyTasbl
MprobpeTeHHbIi
9pUTPONO3TUH-0MOCPEAOBAHHIN
LleHTpasnbHasi runokcus
XpoHuyeckasi 6oneaHb erkux
CepAie4HO-NEro4HoE LUYHTUPOBaHYE CrpaBa HaleBo
OtpaeneHue MoHookcuaom yrepona (CO)
9pUTPOLMTO3 KypPUIbLLMKOB
CHHAPOMBI TMMOBEHTUNSLMK (0BCTPYKTUBHOE aNHO3 BO CHE)
BbicoTHas 6onesHb
JlokanbHasi runokcms
CTeHO3 noyeyHbIx apTepuit
TepmuHanbHasi NoYeyHas HeL0CTaTO4HOCTD
I'moporedpo3
KucTbl noyek (nonmkmcTo3Has 6oesHb noyek)
9puUTPOLMTO3 NOCIE TPAHCTIAHTaLMN NoYeK
Matonornyeckas NPOLYKLMS SPUTPONOSTUHA OMYXONSMI
l'emaHruobnacToma rofoBHoro Moara
MenuHrnoma
AneHoma/kapLMHOMa OKOMOLUMTOBUIHON Xenesbl
IeyeHOYHOKNETOYHAS KapLMHOMA
Pak noykn
DeoxpomovmToma
Jleriomnoma matku
MenvkaMeHTO3HO-MHAYLMPOBAHHBIiA
Mpenaparbl 3pUTPONO3TUHA
lpenaparbl aHAporeHoB
) JAK2 — Janus- kuHasa
2 VHL — onyxonm cynpeccopHbiii 6esok BoH Xunnesb JlaHaay
% PHD2 — 2 n3oopma (epMeHTa nposmrnapokcuiassl
4 HIF-20; — runokcus-uHayLMoesbHbii GakTop

CTOTa KOXMU JIMIIa U Teja, a TakxKe Xpall BO CHEe C ocTa-
HOBKaMU JbIXaHUs (CO CJIOB YJIEHOB CEMbH).

N3 anamue3a o0oxe3nu. [IposaBiaeHuss akpomeraauu
(YKpyITHEHHE YepT JINIa, YTOJIIICHUE ITaTbIIeB PYK, YBE-
JMYEHNE KUCTEN PyK, pazMepa o0yBu ¢ 43 1o 46) Haya
otMeuvaThb okoso 10 net Hazan. K Bpauy He obOpalancs,
O0OBSICHSIT U3MEHEHUSI CBOE BHEIIHOCTU MPOILIECCOM
crapenus. llects MecsiieB Ha3aa MPOXOINT MEIUIIMH-
CKYI0 KOMHUCCHIO JUIS IPOIJICHNUS BOOUTEIBCKOTO YIO0-
CTOBEPECHUS, TA¢ TepaIlleBTOM OBLI 3aIT0J03pCH AUaTHO3
aKpOMETaJIMU, B CBSI3M C UYeM IMallMeHT ObLIT HarpaBJieH
s nposeneHust MPT ucciienoBaHus TOJJOBHOTO MO3ra,
KOTOpOE BBISIBUJIO aicHOMY TUnodusa.
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Cny4yan M3 NpaKTUKHU

Tabauua 2
JlaHHble ropMoHanbHoro obcnenosaHms nauyenTa Jl.
[0 1 N0CNe HeipOXMPYPTUYECKOr0 NEYEHMS

Mokasarenb [lo onepauvm Mocne onepavwm HopmaribHble 3HaueHns
CTT npu OITT:

CTT 0 MuH 240 92 0-11En/n
CTT 30 Myt 240 95 <2,7Eg/n
CITT 60 Myt 240 99 <2,7 Ep/n
CTT 90 mMuH 240 93 <2,7Eg/n
CTT 120 MuH 240 95 <2,7Ep/n
NDP-1 4151 245,0 (4epe3 6 mec) 88—250 Hr/mn
Koptuson (yTpo) 476 12,2 123-626 Hmonb/N
lMponakTut 332,2 - 60-510 mEg/n
r 1,4 - 2,5-11 Ep/n
TecTocTepoH 48 - 11-33,5 Hmonb/n

B anamHe3e Ku3HH: sI3BeHHAas1 00JIe3Hb ABCHAALIATH-
MEPCTHOW KUIIKHU, B HACTOSLLEE BpEMSI 6€3 000CTPEHUS;
YIIWBaHUE ITaXOBOM I'PbIKU 4 TOa Ha3a; HacJIeICTBEH-
HOCTb U aJlIeproaHaMHe3 He OTSTOLIEHBI.

Oo0bekTnBHO: PocTt — 174 cMm, Bec 110 kv, UMT —
36,3 kr/m2. CocTosiHue yaoBiaeTBoputebHoe. KoxHbie
MOKPOBBI OOBIYHOI OKpacKM, MpUMevaTeIbHbl Halu-
YreM TICOPUATHUYECKUX OAIIeK B TUIMUIHBIX MecTax,
MHOXECTBEHHBIX ITANyJIe3HBIX BBICBITAHWUI Ha JHIIC,
rpyau M crimHe. B 067acTy KOXWU TOJOBHI U 3agHEH
MMOBEPXHOCTH IIIEW OTMEYAIOTCSI MHOXECTBEHHEBIE IIIap-
neenogo0HbIe CKJIaAKU KOXU. YepThl Tulia YKPYTTHEHbI
(Hoc, ymu, Ty0Obl), OTMEYalOTCs YMEPEHHO-BbIPaXKeH -
HBI IpOTHATU3M U auacteMa. KucTu pyk yBeaIm4eHBI
B pasMepax, HaJbIbl yTONMmeHB. CTONB yBEJIUYCHEI
B MIPOJOJILHOM U ToTiepedHoM pazmepax. [TogkoxHo-
KMPOBasi KJieT4aTKa pa3BuTa U30BITOYHO, pacTipeiesieHa
MPEUMYIIECTBEHHO M0 abloMUHaIbHOMY TUITY. OTEKOB
1 MacTo3HOCTH He oTMeueHo. Al 120/70 mm prt.cT.
Ilynbc 64 B MUHYTY. AyCKyJIbTallusl JIETKUX U CEpAla,
MajJbIanns BHYTPEHHUX OPTaHOB — 0€3 MaTOJIOTHH.

IIpu oOciiemoBaHUHU TTOATBEPXKICHO HATUIME aKTHB-
HO# (a3bl aKpoMeTaJWKM C BBICOKMMHU 3HAYECHUSIMU
FOpMOHa POCTa U YMEPEHHO MOBBIIIEHHBIM YPOBHEM
NUDP-1 (Tab. 2), TMITOrOHaZOTPOITHBI TUITOTOHAIU3M.

MPT royi0BHOTO MO3Ta BBISIBUJIO aJlcHOMY ruItodusa
pasmepamu 34x32x27 MM ¢ mH(ppa-, mapa-, aHTe-, Cy-
MpaceJUISIPHBIM pacTipocTpaHeHueM, 1e(OPMUPYIOIILYIO
M CMENIAIINYI0 X1Ma3My 3pUTEIbHBIX HEPBOB, IPOHU-
Kalollylo B 00a KaBepHO3HBIX CUHYca, 00pacTalonlyto
cudOH eBOl BHYTpEHHE COHHOI apTepuu, 6e3 ou-
HaAMUKM pa3MepoB ¢ MoMeHTa mnpeabiayuero MPT-
uccaegoBaHust (6 MecsILeB).

[MTpu odranmbMonornueckoM o0CIETOBAHUN OTME-
YEeHO CyXeHHe I'paHull nojeit 3peHus Ha 10 rpamycoB
C BUCOYHO# CTOpPOHBI, cCHU3y Ha 15—20 rpagycoB, aH-
THOTIaTUS CETYATKM.

OO0ILIeKIMHNYECKHUE aHATN3bI BBISIBUIN BBIPaXKeHHBII
sputpouuto3 — 6,1*10'2 xi/1, Hb — 200 r/a, HCT —
62%; Hanu4yue BHICOKOM KOHLIEHTPALUMU YPOOUIUHO-
reHa B Moue 50 MKMosb/1. buoxumuyeckuii aHaaus
KPOBHU MAaTOJOTMYECKUX OTKJIOHEHU I HE BBISIBUII.
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Cnyyaun n3 npakTUKH

3. — 6,110 kn/n
220 HCT — 62%
200
180
160

Mertoauka kpoBonyckaHus

Dexb 1: 200 mn
[Jenb 3: 400 mn + 400 mn du3. p-pa

140+

Jetb 5: 300 mn + 300 mn du3. p-pa
[etb 8: 200 mn + 200 mn pu3. p-pa

061wuit 06bem — 1100 mn

KoHugHTpawus remornobuHa (r/n)

120+

100

Ap. — 4,6x10"2 kn/n
HCT — 46%

CanpoctatuH JIAP 20 mr/28 g

WcxopHo CeaHcbl KPOBOMYCKaHMS

Mocne onepauuu Yepes 6 mec

Puc. 1. lnHammka napameTpoB KPoBM nauueHTa J1. npu neyeHum.

JJst MCKITIOUEHUST SpUTPEMUHU MAIIUEHTY IIpoBeIeHa
TPenaHOOUOICHUSI KOCTHOTO MO3ra IpyJAWHbBI C TOCIIE-
OYIOIIUM MUKPOCKOIUYECKUM UCCAeNOBaHUEM: KOCT-
Hasl TKaHb He u3MeHeHa. KoCcTHO-MO3TOBBIE TTOJIOCTHU
mupokue. B HUX nMeeTcss HeOoblIOe MpeodiagaHue
KMPOBOU TKAHU HaJ KpoBeTBOPHOI. [TocmemHsis mpem-
cTaBJieHa TpeMsI pOCTKaMU HOPMaJbHOTO TeMOII033a Ha
BCEX CTaIMsIX CO3PEBaHUS B YMEPEHHOM KOJHUYECTBE.
BcTpeuarorcst enMHUYHBIE TUM@OLIMTHI U TJIa3MOLIMTHI;
3aKJIIOYEHNE — U3MEHEHUS B TpeIaHaTe HOCSIT BTOPUY-
HBIX XapaKTep, TaHHBIX 32 SPUTPEMUIO HET.

Xox nedenns. C 11eJIbIO IIOATOTOBKY K OIIEPaTUBHOMY
BMeEIIATeIbCTBY JJISI HOPMaIU3aIUu YPOBHS T€MOTJIO-
OvHa M reMaToKpuTa KpoBM OOJILHOMY MpOBeaeHO 4
ceaHca KpOBOIYCKaHUS C BO3MEIeHUEM o0beMa LUp-
KyJAupylolleld KpoBU (DU3NOTOTUYECKUM PaCTBOPOM
0 cxeMe, MpUBeAeHHO# Ha pucyHKe 1. O0mmii 00beM
3BaKyNPOBAaHHOU IIeIbHOM KpoBU cocTaBml 1100 mur.
IMocne kpoBomyCKaHUsSI caMOYyBCTBUE TAI[MEHTA 3HA-
YUMO YAYYIIMIOCHh 3a CYET YMEHBIIEHUS BHIpakeH-
HOCTU M YaCTOThl BOSHUKHOBEHUS TOJOBHBIX OOJICH.
KnuHuuyeckoe yiaydineHue CONMPOBOXKIANIOCH CHUXKE-
HHeM IIoKa3aTelell KIMHUYECKOTO aHalu3a KPOBU
(aputpouutsl — 5,1¥10'? ki1/1, Hb — 160 r/n, HCT —
50%) u Mmouu (MCYE3HOBEHNE YPOOMIMHOTEHA).

IMocne ynayuiieHus mokasaTejeil KpOBU IMAllMEHTY
MPOBEAECHO HEeWPOXUPYPruuyeckoe BMeEIIaTeJIbCTBO
(TpaHcHa3anbHas TpaHccheHoUgalIbHas afeHOMYKTO-
mus). [loaHoe ymaleHHEe OMyXOJW OBLIO HEBO3MOX-
HBEIM BBUIY €€ PacIpOCTPaHCHUS B TPYIHOTOCTYITHBIC
Y4acTKU oKoJoTurnodu3apHoil 061acTu (KaBepHO3HbBIE
CUHYCHI, TIOJTHOE oOpacTaHue cudoHa JIeBOli COHHOM
apTepuu), MOITOMY MpoBedeHa MaKCUMalbHO BO3-
MOXHasl pe3eKlus omnyxoyieBoii TkaHu. KpoBomoTteps
BO BpeMs orepanuu coctaBmia 200 miI.

[Tocne omepaninyt OTCYTCTBOBAJIa OMOXUMUUYECKasI pe-
muccus akpomeranuu (I'P 92—99 MmEn/n npu OT'TT),
BO3HHMKJIa YMepeHHas KJIWHWKA BTOPUYHOW HAaIIIO-
YEYHUKOBOW HEZOCTaTOYHOCTHU, IOATBEpPXKIACHHAs
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rOpMOHaIbHBIM aHanu3oM KpoBu (Tab. 2), Ha3HaueHa
Tepanus nmpernapaTaMy NIIOKOKOPTHKOCTEPOUIOB.

Yepes Hemesto Mmocje omepanuu: dPUTPOLUTHl —
4,5%10"2 /a1, Hb — 141 v/n, HCT — 44,1%. [auueHty
IJIST KOHTPOJISI aKpOMeETaJui Ha3HauyeHBbl B/M UHBEK-
UM OKTPEOTHUAA IJINTEIBHOTO neiicTBus 20 Mr/28 mHeit
u uepes 6, 18 u 30 MecsieB nocie onepaunu. Ha ¢pone
Tepanmuy CaMOYYBCTBHE MallMeHTa OBbLIO YIOBJICTBOPHU-
TeJAbHBIM, YTO MOATBEPXKAATOCH KIMHUIECKON peMuc-
cueit akpomeranaueil (OTCYTCTBUEM OTEYHOCTU TKaHEH,
TOJIOBHBIX 00JIeit, SITM3010B alTHO? BO CHE) U HOpMaJIH-
zanmeit MPP-1, a Takke BceX mapaMeTpOB KIMHAIC-
CKOTO aHaJin3a KPOBH.

YBennueHue KoJan4ecTBa SPUTPOILIMTOB B KPOBU CO-
MIPOBOXIACTCS MOBBIIIEHNEM IeMaTOKPHUTA U BSI3KOCTHU
KPOBH M MOXKET IIPUBOAUTH K HEOIATOMIPUSITHBIM KIIH-
HUYECKUM OCJIOXHeHUsIM. HampumMep, B ucciegoBaHnm
TpyMIibl 00JAbHBIX U3 YyBallluu ¢ ayTOCOMHO-PELECCUB-
HBIM 2PUTPOLIMTO30M BCJAEACTBME TOMO3UTOTHON MyTa-
muu C598T B rene VHL [1, 2, 6] peTpOCIIEKTUBHO ObLIO
BBISIBJICHO ITOBBIIIEHNE CMEPTHOCTH OT 1IepeOpOBaCKYy-
JIIPHBIX W BUCIEPaJbHBIX TPOMOO30B. Y IMAIlMCHTOB
TakKe Oblla MOBBIIIIEHA YaCTOTAa TPOMOO30B, CHUKEHUE
CUCTOJIMYECKOTO U TMACTOJINYECKOTO TaBJICHMS, BICO-
Kasi pacmpoCTpaHEHHOCTh BAPUKO3HOTO pacIIUpPEeHUs
BeH. B 11ejoM maHHBIE TUTEpaTyphl OYeHb CKYIHO OITH-
CBIBAIOT ITOCIEACTBUSI BPOXKICHHOTO MUJIM MPUOOPETEH-
HOT'0 BUIOB 3PUTPOIINTO3a APYrux atnonoruii (Taod. 1),
KOTOpbIE B OCHOBHOM TIpENCTaBJIEHbl TOJHKO B BUIE
OIMUCAHMST KIIMHUYECKUX CIyJYaeB.

CHumxenue HCT nmyreM KpoBOMNyCKaHUsI CHUKAET BSI3-
KOCTb KPOBH, UTO MOXET OOBSICHSITD €T0 IMOJOXKUTEIbHBII
apdexr. Ha mpumepe YyBalickoii KOTOPTHI, y TeX MMally-
€HTOB, KOTOpHIE TIPOXOIMIN O0jice 2 CCaHCOB KPOBOIY-
CKaHMS B FoJi, pPUCK TpoM0O03a CHUXacs B 5,6 pas [2].

B uccnenosanuu Pearson T.C. u coaBt. [4] ObLIO
MOoKa3aHo, YTO YacTOTa 3MU30I0B OKKIIO3UU COCYIOB
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npu oOCIeTOBAaHWM IMALIMEHTOB ¢ MCTUHHOM ITOJIM-
nuTeMuei mosbimaercs npu yposHe HCT Goiee 45%
y MYXYMH U Yy XeHIIUH. [Ipy1 3TOM maHHBIN YPOBEHb
NOCTAaTOYHO TPYAHO TOCTUXHNM U MOXKET HE COIIPOBO-
XKIATHCS YAYUIICHUEeM KIMHUICCKUX CUMIITOMOB Y T1a-
nueHTOB. Bojice TpaKTUYHBIM CUMTACTCS CHUXCHUE
ypOBHS reMaTokputa 10 MeHee 50% [3].

[TpuMmeyaTeabHO, UTO MPUMEHEHME aCTIUPUHA B HU3-
KHMX J103aX, 4aCTO MCIIOJb3yeMoe s MpodUIaKTUKHI
TPOMOOTHYECKUX OCTOXHEHUI, He MoKa3aio ceds a¢-
(GEeXTUBHBIM B UCCIeIOBAHNY MAalUeHTOB 13 YyBammu.
Hao6oport, Habi01a10Ch MOBBIIIEHUE YACTOTHl TPOM-
0030B B 2,4 pa3a, XOTSl U CTaTUCTUYECKU HE 3HA4U-
moe [2].

OnHOI 13 BepPOSATHBIX MPUYUH SPUTPOLIMTO3a Y Ma-
nueHTa JI. IBIsieTCs maTojorudeckasi CeKpelnsi TKaHbIO
onyxoyu Turodu3a (COMaTOTPOITMHOMOI) 3pUTPOIIO3-
THUHA, YTO MOXHO OBIJI0 OBI MTOATBEPINUTH UMMYHHOTH -
CTOXMMMWUYECKUM MCCIETOBAHNEM YIaJeHHON OITyXOJIn
Ha PUTPOIIOITUH, KOTOPOE He ObLJIO MPOBEAECHO BBULY
OTCYTCTBUS crieliuduueckoro peaktuba. Bropoii — 1eH-
TpaJbHasl TUTIOKCHUS BCIEACTBHE alTHOD BO CHE, SIBJISIO-
IIEeTOCS OMHUM M3 CUMIITOMOB aKpOMETaIlM, pa3BUTHE
KOTOPOTO OOYCJIOBJIEHO TMEPEKPBITUEM IbIXaTeIbHBIX
MyTeil yBeTMUeHHBIMU B pa3Mepax (B T.4. 32 CYET OTeKa)
HaJAropTaHHUKOM M KOPHEM SI3bIKa.

C 1esbio TIpenynpeKaeHUSI BO3MOXHBIX HeOJIaronpu-
SITHBIX ITOCJICACTBUI MOBBIIIIEHHON BSI3KOCTU KPOBH,
CBSI3aHHOU C 3pUTPOIUTO30M, HaIlleMy MallMeHTY TIPO-
BeICHO 4 ceaHCa KPOBOITYCKAHUS, TTOJIOXUTEIbHBIN (-
GeKT OT KOTOPBIX OB Cpa3y OTMEUEH ITallMeHTOM YKe
mocJjie BTOPOro ceaHca ¢ 3BaKyallMeil B o0leit ciox-
Hoctu 600 MJT LIeJIbHOM KPOBU 110 YMEHBILIEHUIO BhIpa-
KEHHOCTHU M YaCTOTHI BO3HUKHOBEHMSI TOJIOBHOM OOJIH.
ITocne 3aBeplIeHUs ccaHCOB dBaKyallMM KpOBH y TIa-
UEeHTa OTMEUEHO MPAKTUIECKHU ITOJTHOE NCUE3HOBEHME
TOJIOBHOU 00JIN.

HanpHeiiee yaydlieHUe mokasaTesaeil o0iero aHa-
JIn3a KPOBU TOCJIe OMepallMi HeIb3sl OObSICHUTD Jieue0-
HBIM 3¢ (HEKTOM TOIMOJTHUTEIbHON IMOTepU KPOBU IIPpHU
omepaTUBHOM BMelnateiabcTBe. CKOpee BCEro, COBO-
KYITHOCTB JICUEOHBIX MEPOIIPUSITUI ITPUBEIIO K TTOJTHOM
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2. Gordeuk V.R., Sergueeva A.l., Miasnikova G.Y. et al. Congenital disorder of oxy-
gen sensing: association of the homozygous Chuvash polycythamia VHL mutation
with thrombosis and vascular abnormalities but not tumors // Blood. — 2004. —
No 103. — P. 3924-3929.

3. McMullin M.F., Bareford D., Campbell P. et al. Guidelines for the diagnosis, in-
vestigation and management of polycythaemia/erythrocytosis // Br J Haematol. —
2005. — Ne 130. — P. 174-195.
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W JUTUTEJbHOM HOpMaJM3allMy MoKa3aTeaell KInHUYe-

CKOTO aHa/in3a KPOBU, a UMEHHO:

* yMeHbIlIeHHe 00beMa OMyX0JeBOM TKAHU U, B ClIyJyae
OITYXOJIEBOI CeKpeIny SPUTPOIIOITHHA, TAKXKE CHU-
JKEHHUE eTO MPOAYKIINY;

* MEIMKaMEHTO3HBIIl KOHTPOJIb CEKPEIIM TOPMOHOB
OITyXOJIeBOW TKaHbIO OKTPEOTUIOM IJIUTEJIbHOTO
NEeVCTBUS;

* KOPPEKLUS LEeHTPATbHON T'MIIOKCUM 32 CUET YMEHb-
IIEHUS OTeKa MITKUX TKaHei Ha (oHe peMuccuu
AKpOMETAJINK U YIYIIIeHUST BEHTUJISIIIUY IbIXaTeIIb-
HBIX TIyTeil BO BpeMsl CHa (MCYE3HOBEHUE alTHO3 BO
CHe).

OIHUM U3 BaXKHBIX KIMHUYECKUX BOIPOCOB B Beae-
HuM nanueHTa JI. Obl1a Takke KOpPEeKIUs TUIMOroHa-
MOTPOITHOTO TUIIOTOHAAM3Ma, BEI3BAHHOTO CIaBICHUEM
W pa3pylieHueM TOHAJAOTPOIMHBIX KJIETOK OIYyXOJbIO.
IMocneacTBUs TUTIOTOHAAM3Ma KacalTCs HE TOJbKO
MMOJIOBO chepbl, HO TaKKe U KOCTHO-MBIIIEUHOU U JIp.
CUCTEM OpraHu3Ma, B CBSI3U C YeM PEKOMEHAYeTCs Ha-
3HaAYeHME TIperapaToB TECTOCTEPOHA TAKUM OOJTbHBIM.
OnHaKo OOJHUM U3 MTOOOYHBIX 3(P(PHEKTOB JEUECHUS Te-
CTOCTEPOHOM SIBIISICTCS TTOBBIIICHIE MaCChl SPUTPOIIN -
TOB — BTOPUYHBIN 9PUTPOIIUTO3, KOTOPBIIA TIPOSBIISECTCS
y psza MalureHTOB, BOBHUKHOBEHME KOTOPOTO TpedyeT
CHMKEHMUS M03bI Mpernapara UK ero MoJHOU OTMEHBI.

B HemocpeacTBEHHOM ITOCJIEOTIEPALIMOHHOM IIe-
puome Tepalusl TeCTOCTepOHOM HaIlleMy ITallMeHTYy He
Ha3HavaJach, MOCKOJIBKY MMeIach BEPOSITHOCTD PeIy-
nuBa sputpouurosa. Exemecsaunsie unbekuuu 250 Mr
OMHanpeHa ObLIM HavyaThl TOJbKO 4yepe3 30 mecsliieB
nocje omnepaTUBHOTO JIEUEHMs, U 3a Iepuon 3-Me-
CSIYHOTO HaOJIOACHUS Teparusi TeCTOCTEPOHOM He
cKa3zajach Ha ITOBBIIIICHUN YPOBHS ITOoKa3aTeaell KIu-
HUYECKOTO aHaIn3a KPOBH.

Hamu nipencraBieHo mepBoe onucaHre BTOPUIHOTO
SPUTPOLMTO3a y MALIMEHTa C aKpoOMeTalnei, a TakxkKe
ero yCIelHoe JeYeHne KPOBOMyCKaHNEM, afeHOMOK-
TOMUEH M JaAbHEHIIUM OMOXUMUUECKUM KOHTPOIEM
aKpOMEerajMi OKTPEOTUAOM IJIUTEILHOTO NEACTBUS.
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