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HCTMHHas-I nonauuuteMus (UI1) — kioHaibHOE peHTre-
HOHETaTUBHOE MuejonponndepaTuBHOE 3a00JieBa-
Hue (MII3) ¢ u30bITOUHOM mNponudepanueir 3 pocTKOB
KPOBETBOPEHHUsI M MCXOAOM B CTanuio Hea(h(PEKTUBHOTO
Mueonoasa. B knaccupukauun BO3 (2016) nokasarean
remorioouHa (Hb) u rematokpura (Ht) BKJIIOUeHHI B TJ1aB-
HbI€ KPUTEPUX TUATHOCTUKM 3a00sieBaHus. OMHAKO y MHO-
rux nauveHtoB ¢ MII ypoBeHb 3TUX IMOKa3aTesieil MOXET
0Ka3aThCsl HUXKE NUArHOCTUYECKOTO, YTO MPUBOIUT K THU-
noauarHoctuke natonoruu [1]. Cpeau KimHU4YecKux opm
WII B HacTosi1Iee BpeMsl, TOMUMO KJIAaCCUYECKOM U (popMBbL
C TIPOrpeccUpoBaHUEeM B MUET0(hUOPO3, BBIACISIOT MaCKHU-
pOBaHHYIO (JJaTEHTHYIO/TIPOAPOMAJIbHYIO), B TOM YHUCJE C
MaHudbecTaluei B BUae TpPOMOO30B C COOTBETCTBYIOIIUMU
KIMHAYECKUMU TIPOSIBJICHUSIMU. Y TaKKMX TMallMeHTOB He-
penKo uMeeTcsl TUTEbHbI aHAMHE3 C PA3TUYHBIMU KJIU-
HUYECKUMM TPOSIBICHUSIMU, TIpU 3ToM nuarHo3 UIT He
YCTaHABJIMBAIOT IIABHBIM 00pa3oM M3-3a OTCYTCTBHUS OUa-
rHoctuyecknx yposHeir Hb u Ht [2, 3].




Yactota BcTtpeuaemoctu MIIT cocrasnsier 0,4—2,8 ciy-
yag Ha 100 Thic. HaceneHud B rox [4]. MennaHa Bo3pacTa
B neOroTe 3a00seBaHusl cocTaBiaseT 59 jeT (KojaebaHusl OT
20 1o 86 aer) [5]. MyxuuHbl GosewoT B 1,5—2 pasa yartie
xeHH [6]. Tlpeobnamaroriee OGOJNBIIMHCTBO OOJBHBIX
HII (95%) umerotr Touyeunyio mytauuio AK2V617F B reHe
KMHa3bl — MepefaTynka curHana (JAK2) ¢ peuentopoB Lu-
TOKUHOB [7], pexe — B 12-M ak30He JAK2 (4 %) [8].

Knunnueckas kaptuHa WMII cknagbiBaeTcst U3 ILIETO-
puyeckoro u MuesonpoardepatuBHoro cuHapomMoB. K oc-
JIOXKHEHUSIM TUIETOPUYECKOTO CUHIPOMAa OTHOCSIT U TPOM-
003bI JTI000H JIOKAIU3AlNK, apTepUabHYI0 THIIEPTOHUIO
(AT), crenokapauio [9]. [Tauuentsr ¢ UIT BXoasr B rpymity
pucKa Mo pa3BUTUIO TpoMOoTHYecKux ocioxHeHuit (TO),
y10 B 11-70% ciiyuaeB CTAHOBUTCS OCHOBHOM MPUYMHOMN
cMepreabHoro ucxona [5]. TO mpu ycTaHOBJICHUY AUarHo3a
WII otmevarorest y 12—39% 0G0IbHBIX, B XOJ¢ MPOrPECCH-
poBaHUsT 6OJIE3HU OHU BO3HMKaIOT elie y 10—25% mauu-
eHToB [10]. IIpu crpatudpuxkannm pucka TO y manneHTOB
¢ UI1 [9] yuuTsiBaeTcst KOJu4decTBO (hakTopoB pucka (DP),
K KOTOPBIM OTHOCSITCSI Bo3pacT crapiue 60 jier u (1uin) Ha-
JIMYKre TPOMOOTHMIECKOTO aHAMHE3a, a TaKKe UMCIIO Cep-
JMEYHO-COCYIMCTBIX (aKTOpoB: KypeHue, Al, caxapHbIi
nuaodet (C]I), runepxoyiecTepuHeMusi, U30bITOYHAsA Macca
Teja, TUMOAMHAMUS. DTO COTJIACYETCS C TaHHBIMU JINTepa-
TYPHI, TTOATBEPKAAIOIINMI YBEJIMUECHNE BEPOSITHOCTH pa3-
BUTHUS KJIMHWYECKU 3HAYMMBIX TPOMOO30B B 3aBUCUMOCTH
ot ®P [11, 12].

OCHOBHOI TIPUYMHOM, CITOCOOCTBYIOIICH pa3BUTHIO
TpoM0030B nipu UIT, saBisiorcs ¢pakTopbl, 00yCIOBIEHHbIE
CaMMM TIaTOJIOTUYECKUM IPOIIECCOM: TTOBBIIIEHUE BSI3KO-
CTU KPOBW, TPOMOOIIUTO3, JIEHKOIIMTO3, OMOXUMUUYECKUE
1 (GYHKIMOHAJIbHBIC OTKJIOHEHUS B TPOMOOIIMTAX, aKTH-
BalMs (haKTOpOB CBEPThIBAHUSI KPOBU, HAJIMUKUE MYTallMU
JAK2 V617F, Boicokas anienbHas Harpyska [13]. Hemaio-
BaXXHOE 3HAUEHUE MMEIOT COCYAMCThIE (aTepOCKIIEPO3) U
TpoMOOTHYECKUE (HACIEeACTBEHHbIE U TPUOOPETCHHbIE
TpoMboduun) aktopsl [14, 15].

ITpu UIT popmupoBaHUe CTYCTKOB KPOBU BO3MOXKHO
KaK B apTepusiX, TaK U B IojiocTu BeH. Haubosee yacrto
Mpolecc MPOUCXOIUT B LIepeOPOBACKYISIPHOM OacceliHe
(MHCYNBTHI M TPAaH3UTOPHBIC WIIEMHUYECKUE aTaKW, WH-
dapkTbl Muokapaa — UM 1 okkimio3us nepucdeprnIecKux
aprepuii) [16]. Yaiie BeHo3HBIE TpoMOO3bI Tipu MIT BO3-
HUKAIOT B CUCTEMAaX BeH HMKHUX KOHEUHOCTEH WIJIM JieT-
KMX, a TAKXXKe BOPOTHOM 1 TTeYeHOIHBIX BeHax. J1oJst 00J1b-
Heix UI1, nepeHeciux TpomM0036l (28 u3 252), cocTtaBuia
11,1%, Bxmouas 9 (3,6%) nauuentoB ¢ UM u 13 (5,2%) —
C OCTPBIMM HapyIIEHUSIMU MO3TOBOTO KpOBOOOpailie-
aus (OHMK) [5]. B psime mccinemoBaHMit MoKa3aHo, UYTO
OHMK moryT ObITh KaK MepBbIMU NposiBieHussMu MI13,
MPEeIIIECTBYSI TOCTAaHOBKE TOUHOTO ITMAarHo3a, Tak U MO-
TYT pa3BUTHCS Ha JIFOOOM 3Tarie HaOMIOMCHUS WU JICUCHUS
JMaHHOI TaTtojoruu kposu [17].

ITpuBoOMM Hall KJIWMHWYECKUI OIBIT TMATHOCTUKU WU
BeIeHUs OOJBHOU C pa3BUTHEM KOPOHAPHBIX, LIepedpaib-

Ly =

HBIX TPOM0030B B AebtoTe U1 Ha hoHe OTCYTCTBUS KaKUX-
JIM0O PYyruxX KJIMHUYECKUX TPOSIBJIEHUM W M3MEHEHUN B
KJIMHUYECKOM aHaIu3e KPOBU.

Hayuenmka P., 44 rem, nocmynuaa é kapouono-
euueckoe omdenenue I'BY3 «Openbypeckas obaacm-
Has KauHuveckas boavHuya» 26.09.2017 ¢ wcarobamu
Ha cepduebueHue, yMepeHHYIO CAaO0CMb, Henpusm-
Hble owyuleHuss 8 obnacmu cepouya, 20a08Hble 004U,
20/1080KpYJICeHUe NPU NepemeHe NON0JCeHUs mead.

U3 anamnesa uzeecmno, umo ¢ 2012 2. (¢ 39
Aem) npu NpoPUAAKMUYECKOM OCMOmpe 6Hnepabie
OblLAU BbISIGACHBI NPUBHAKU 0YA208bIX U3MEHEHUll HA
IKTI u sxoxapouoepamme (3xoKI) 6 nepednenepeeo-
pooouHoll obaracmu negoeo xceayoouka (J12K). Ilo3o-
Hee nossUAUCh NPUCMYnbl 0assauux 0oaetl 6 epyoHoll
KAemKe KaK  nokoe, maxk u npu usu4eckoil Hazpy3-
Ke, conpogodicoarouiiiecst OHeMeHuemM 1eoil pyKu, ve-
AIOCMU U A3bIKA; OAUmMenbHocmb 6oaeil — 00 5 Mun;
Kynupogaauco camocmosmenvro. Tepaneemom pe-
KOMeH008aH npuem OUCONPOAOAA C NOAOICUMENbHIM
aghpexmom. Ilocmenenno 6oau 6 cepdue nepecmanu
becnoxoums. 30.12.2016 603HuUK 3amMANCHOU NPUCIYN
UHMEHCUBHOII 20108HOIL 004U C NPABOLL CIMOPOHDBL, CO-
npoBONCOABUIUTICS  201080KPYICEHUEM, MOUHOMOLL,
HeoOHoKpamHuoil pgomoii. Pomosas noaocms obira ca-
Huposana. CamocmosmenbHo NPUHUMAAA HeCMepoUuod-
Hble npomueogocnarumenvhole npenapameot (HIIBII)
C He3HAUUMENbHbIM HNOAOICUMENbHBIM IPHeKmoM.
11.01.2017 obpamunacey k Hegponocy. Onucannas
CUMNMOMAMUKQA OblAa PACyeHeHa KaKk 0CMeoxXoHOpo3
weiiHoeo omdena no3eoHouHuxka. Koncepeamuenas
mepanus, ekawuasuas HIIBII u muopearakcanmeol,
aghgpexma ne dana. B konye aneaps 2017 e. na ghone
20/108HbIX 004€1l NOABUAUCH HEHeMKOCMb 3DeHUs, 080~
eHue 6 21a3ax, CHUJICeHUue 3PeHusi Ha Npasblil enas,
cepouyebuerue, nepebou 6 padbome cepoya.

C 07.02 no 22.02 — eochumanuzayus 6 Kapouo-
noeuueckoe omoenenue I'BY3 «Openobypeckas o00-
AACMHAsL KAUHUYECKAsi DONbHULA» .

Obwuii anaauz kpoeu: Hb — 134 e/a; ap.
3,910%/; Ht — 40%; a. 7,3 10°/a; mpomo.
310 10°/a; 5. 5%; n. 1%; c. 66%; aumeh. 26%, moH.
3%, COD — 3 mm/u. lemocmas: npompomoOuHo8bLil
unoexc (IITH) — 113%, akmusuposanroe yacmuu-
Hoe mpombonaacmunosgoe epems (A4TB) — 29 ¢, npo-
mpombunoeoe eépems (IITB) — 12,3 ¢, ubpunoeen
3,4e/n.

Obwuii ananuz mouu U OUOXUMUUECKUEe NOKA3A-
meau Kposu (eaKo3a, KpeamuHuH, oOwuil 0enok,
MPAHCAMUHA3bL, AUNUOHBLI CHeKmp, UOHOSPAMMA,
AaKkmamoezuopoeenasa) — b6e3 OMKAOHeHUS Om HOp-
Mbl, CblBOPOMOHUHOE Jicene3o — 7,8 MKMOAb/A.

Pe3yabmamor ananuza Ha mMapkepsl GUPYCHLIX 2e-
namumos, BUY — ompuyamenshule.

CKpuHUHe Ha HACAEOCMBEHHYIO MPOMOOPUAUIO
(mymauus paxmopa V Jleiiden, eena npompomobuna,
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ypogenwv npomeurog C u S, aumumpomoOuna, eomoyu-
CMeuHa) — pes3yabmam ompulamenbHboiil.

Boisieaen eenemuueckuit noaumMoppuzm — 20Mo3u-
eomuas mymauus 6 eete cepnuna PAI- 1 (anmaeonucm
MKaHee020 aKmMueamopa NAA3MUHOREHA), d MAaK-
Jce 2emepo3uomuble Mymauuu 6 2eHax (uopuHazbl
(dpaxmop XIII ceepmvisanus kposu), ubpuHoceHa
(paxmop I céepmuieanus kposu), memusenmempazu-
dpoghonampedyxmazvl A1298C, memuonurcunmema-
361 MTR u memuonuncunmemasot pedyxkma3zol MTRP.

Ckpunune Ha awmugoc@osunuouviii CUHOPOM
(ADC) — aumukapouosunuHosvle anmumenda, aH-
mumena K [3,-eauxonpomeuny-1 coomeemcmeoeau
HOPMANbHBIM 3HAYEHUSAM, B0NHAHOUHBLI AHMUKOARY -
AAHM — pe3yavmam caabononoxcumenvhwiii. Map-
Kepbl CUCMeMHOU KPACHOU 80AYAHKU — pe3yabmam
oOmpuyamenbHblil.

DKIT: cunycosbili pumm ¢ 4acmomoli cepoeUHbX
cokpauenuii (4CC) 92 ¢ munymy. Hopmanwshoe no-
n0xucerue nekmpuyeckoi ocu cepoya (30C). Oua-
208ble UBMeHeHUs nepedHenepecopoO0OUHOl U GepXy-
weuroil oonacmeil JIXK — nem pocma rV2, Qs V3, grs
V4. Hapywenue penoaspuzayuu no umemu4eckKomy
muny 6 obnacmu HudcHeil cmenku JI2K (6 omeedenu-
ax Il (-) T, 8 AVF — denpeccus ST 0,5 mm). B omee-
denusx V2 — V4 kocosocxodawuii nodsem ceemenma
ST dyeoii 6nus do 1 mm.

Cymounoe monumopuposanue IKI: cunycosuiii
pumm ¢ YCC 62— 137 6 munymy, pedkas o0uHounas
npedceponas sxcmpacucmoausi (3C); odunounas
noaumoppras (362 3a 1 cym) xceaydouxosas BC
3a-epadauuu no Ryan. Henpeccuu ceemenma ST ne
3ape2ucmpupo8amo.

DxoKT: aesoe npedcepoue (JII1) — 3,4 cm; 0065-
em 62 ma; npasoe npedcepoue (I1I1) — 4,9x4,1 cm;
npasuwtil uceayoouex (1K) — 2,3 cm; JIK: koneuHblil
duacmonuuecxuil pazmep (KJAP) — 5,9 cm; koHeuHblil
cucmoauueckuil pasmep (KCP) — 3,9 cm; koneuHuwiil
duacmonuueckuit 06sem (KIO) — 176 ma; koneuHblil
cucmonuyeckuil oosem (KCO) — 69 ma; yoapHwiii 00s-
em (YO) — 107 ma; ¢ppaxuus evibpoca (DB) — 60%;
medxncucenydouxosas nepeeopooxa (MXKII) — 1,1 cm;
3a0uss cmenka JIXK (3CJLK) — 0,8 cm.

3akxarouenue: amepockaepo3 aopmol; YMoaueHue
MZII; yeeauuenue JIII; euno- u akuuesus nepedHe-
nepe2opo0ouH020 U 8epxXyuleuHo2o ceemenmos JLXK.

Koponapoepagus: npaeviii mun kposochabuce-
Hus muokapoa. Cmeon n1e6oil KOPOHAPHOU apmepuu
He nopaiceH. B npokcumanvhom ceemenme nepedueii
Hucxodaweti apmepuu (IIHA) ¢ nepexodom nHa ycmoe
KpynHotl 1-ii 0uaeoHanvHOl 6emeu U3y anru3upyromcs
BHYMPUNDPOCEEMHblE HACAOCHUS (NPUSHAKU OKKAIO3UU
C 21eMeHmamu CHOHMAHHOU CAMOPEKAHAAU3AUUU U
He3HauumenvHo 3amedneHHbIM Kpogomokom no ITHA)
0e3 npu3HaKoe HecmabuAbHOCMU, CO CMEHO3UPOBAHU-
em npoceema I[THA do 60—65%, 6auxnce k cpeonemy
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ceemenmy ITHA — 0o 45%. [IpomscenHvie cmeno3b!
npaeoii koponapHoii apmepuu (I1KA) é npoxcumans-
HOM U CDeOHeM CecMeHmax ¢ GHYMPUNPOCEEHHbIMU
Hacaoerusmu 00 60% (popmuposanue 060iiH020 npo-
ceema [1KA 3a cuem evipasiceno2o amepockaeposa).
Sakarouenue: Cmenosvt [THA, TTKA.

Ipyonas aopmoepaghus: eemoounHamuvecKku He-
BHAUUMDBLI CMEHO3 GHYMPEHHel COHHOU apmepuu cae-
6a 35%.

Y3U enympennux opeanose — npusnaxu ouggys-
HbIX U3BMEHEHUU Ne4YeHU, NOoO0NCeNyO0YHOU Hcenesbl,
nouex. Pazmepol newenu u cene3eHku He y8eauteHoi.

Penmeenoepaghus neekux — neeounvie noas Oes
04a208bIX U UHDUABMPAMUBHBLX MEHEll.

Maenummno-pesonancnas momoepagus  (MPT)
20106H020 Mmo3ea (07.02.2017) — npusnaku wacmuu-
H020 mpomb03a npasoeo NONEePeUHO20 U CULMOBUOH020
cunycos. B eonosnom mozee u eco apmepusix — be3 na-
mosaoeuu. B cocyesudnom ompocmre cnpasa ommeua-
Homes HCUOKOCMHbLE XAPAKMePUCMUKU CUSHAAA.

Komnvromepuas momoepagus (KT) ¢ aneuoepa-
ueii eonoenoeo mozea (22.02.2017). Ha cepuu KT
€oCcy008 20106HO20 MO32a4 OMMEYACMCS UEHMPAdb-
Hblll DegheKm KOHMPACMUPOBAHUS 8 NONEPEYHOM U
CUSMOBUOHOM CUHYCAX CHpasa ouamempom 00 2 MM.
Konmpacmuposanui cocyovt eunnuzuesa kpyea, Kpome
obeux 3a0HUX cOeOUHUMEeNbHbIX apmepuil. YuacmKkoe
UX NAMOA02UHECKO020 PACUUPEHUsL HE BbISBACHO.

Okyaucm: 2naznoe OHO — AHSUONAMUS CeMUAMKU
ou.

Heeponoe: wacmuunwiii mpom6o3 npagoeo none-
PEUH020 U CUeMOBUOHO20 cunycos. Peepecc cumnmo-
MAMUKU.

Ilo pezyabmamam obcaedosanus 6vin blcmasnet
duaenos: UBC. besbonesas uwemus muoxkapoa. Cme-
nosvt ITHA 45%, IIKA 60—65%. Iocmungapkmuuiil
kapouockaepos (IIUK) no danneim IKI u IxoKI.
Keayooukosas IC Illa- epadayuu no Ryan. Amepo-
cknepos3 aopmot. Cepdeunas nedocmamournocms (CH)
1 cmaoduu, gynxyuonanvhoiii krace (OK) I11. Hocu-
MeAbCMBO 20MO3U20MH020 NOAUMOPPUIMA 6 2eHe
PAIl, ecemepozucommnoco noarumopguszma 6 eenax go-
AAMHO20 00MEHA, 2emepo3u20mHO20 NOAUMOPGUIMA
eena uobpunoeena u gubpunazvl. Beposmuuoiii ADC.
Yacmuunotit mpomo03 Npasoeo NONepeUHoeo U CUueMo-
8UOHOO CUHYCO8 201068H020 Mo3ea (sHeaps 2017 e.),
He UCKAIOYaomes: mpomo03bl KOPOHAPHLIX apmepuil
(dpespanv 2017 2.).

Ilposedeno neuenue: Ouconposon, pamunpun,
amopsacmamun, sHokcanapun Hampus. Ha 15-e cym-
KU NAUUEeHMKa 8bINUCAHA U3 CIMAYUOHAPA C YAYHUIEHU -
emM; npodoadicura amoOyiamopHo mepanuro ¢ 3amMeHol
DHOKCANnApuHa HAMPUs HA PUeapokcabaH, Komopbiil
Obi1 ommener uepes 4 mec (uronv 2017 2.) negponozom.

B cenmsope 2017 e. na koumpoavroii IxoKI no
mecmy scumenscmea 6 nosocmu JIXK evisneaena noo-



BUIICHAA (hromupyoulas 3Xon03umueHas cmpyKmy-
pa, 6 cés3u ¢ uem 601bHas1 ObLAIA IKCIMPEHHO 20CNUMA-
AusUposana 6 Kapouonozuueckoe omdenerue I'bY3
«OO0Kb».

U3 anamneza xcuznu: cmpadaem nepeUUHbIM
becnaoduem. CemellHblil mpomMoOOmu4ecKuil aHamHes
(mpomb03bL, UHCYAbMbL, MPAH3UMOPHbIE UleMUYe-
ckue amaku, UM y poocmeennukoe I-ii aunuu 0o
50 nem) ne omseowen, CI u AI', kypernue ompuyaem.

ObsexmusHble danHble. IIpu nocmynaenuu cocmo-
sHUe cpedHell cmeneHu majcecmu, CO3HAHUS ACHOe, 8
npocmpancmee opuenmuposana. Pocm 165 cm, macca
mena 68 ke. UMT 25 ke/m?. Koocholii nokpos u euou-
Mble causucmole 000404KU 00bIYHORO YGema, HUCmole;
nepugpepuueckue aumgpamuueckue y3ivl He ygeauye-
Hol. Jlbixanue eesukyasproe, xpunoe Hem. Ipanuypi
OMHOCUMENbHOIL CepOeMHOU  MYNOCmu  pacUUPeHbl
61e60 Ha I cm. Tonvl cepdya npuenyuienvl, MAKuii cu-
CMOAUYECKUI WYM HA 8epXyluiKe, UMM NPAGUAbHbLIL,
YCC 87 6 munymy. AN 120/80 mm pm. cm. Ha obeux
pykax. Kueom msekuil, 0e3001e3HeHHbLI, NeveHb —
no kpaio pebeproti dyeu. Ilepugepuueckux omexos Hem.

PE3YJIbTATbI ObCJIELJOBAHUA

Obwuit anasuz kpoeu: Hb — 120 e/a; 9p.
5,07+ 10%/a; Ht — 40,3%; us. nokazameav — 0,7;
a. 11,52« 10°/n; mpom6. 251« 10°/a; n. 4%; c. 58%;
cpednuit obsem spumpoyumos (MCV) 74 fL. (nopma
om 75 do 95); cpednee codepicanue Hb 6 spumpoyu-
me (MCH) 23 pg (nopma om 24 0o 34); 3. 4%; aumep.
25%; mon. 9%; COD — 4 mm/u.

ITemocmasz: IITH — 71%, mexcoynapoonoe Hop-
manuzoeannoe omuouenue (MHO) — 1,06; [ITB —
12,3 ¢; pacmeopumble pudbpuHMOHOMEPHBIE KOMNACK -
et (POMK) — 5,5+ 107 2/n; D-0umep — 0,5 mie/ma.

Obwuii ananusz mo4u, cmaHoapmuole buoxumue-
CKUe noKasamenu Kposu 6 npedeaax Hopmol.

Ilo dannvim Y3H enympennux opeanoe pazmepbl
neueHu U cene3eHKU 8 npedenax Hopmbl.

IKI: cunycosoiii pumm 62 ¢ munymy. Ilonyeopu-
30Hmanvroe noaoxceHue J0C. Ouazosvie uzmeHeHus
Huxcreil cmenku JI2K (namonoeuneckuit glll, aVF),
nepeduenepeeopodouroii oonacmu JI2XK (¢S VI-V3).
Jupysnvie napyuenus npoyeccos penoispu3ayul.

Cymounoe monumopuposanue IKI: cumnycosulii
pumm ¢ YCC 52— 110 6 munymy. 3apeeucmpuposarvi
o0uno4Hble u napuvie npedcepdusie IC (62). Odurou-
Hble noaumopghrote uceayooukoswvie IC (221). Henpec-
cuu ceemenma ST He 3apecucmpuposano.

IxoKI: ouacoeasn eunoxuHeszus nepeeopodou-
HosepxyuwieuHol obaacmu, HudicHell cmenku JIXK.
Yeenuuenue nesvix nonocmeii (0b6sem JIII — 60 ma,
KIPJIK — 6,4cm; KCP — 4,3 cm; KIO — 214 ma;
KCO — 83 mn), ymoawenue MXKII (1,1 cm). lonoa-
HUMeAbHas NeHmMOoo0pa3Has NooeuicHas mpomoo-
muyeckas cmpykmypa 6 noasocmu JI2K (cm. pucy-

L

HOK), (pukcuposanHas Kk eeo gepxyuike (40x5 mm).
Mumpanvuas nedocmamounocmo Il cmenenu, gu-
Opo3Hble U3MeHeHUss NOOKAANAHHbIX CMPYKMYp
MUMPAaNvHo2o Kaanaua. Jleeounas eunepmeH3us
(cucmonauueckoe dasaenue 40 mm pm. cm.). Ynaom-
HeHue CMeHOK aopmbl.

Takum obpazom, npu Ounamu4ecKkom Haba0eHUlU
001bHOIL BbISGACHA OMPUYAMENbHAS OUHAMUKA 8 8Ude
nepenecenoeo UM 3adueit cmenku JIXK no dannoim
DKT u IxoKT, mpomba ¢ nonrocmu JIK u necounoil
eunepmeH3ulU.

i onpedenenus Oanvueiluieill MaKmuku na-
yueHmka Oviaa HanpaeieHa 8 Kapouonouveckoe
omoenenue OI'BY «HMHUI[ um. B.A. Aamaszosa»
Mumnszdpasa Poccuu, 2de maxodunrace Ha cmauyuo-
Haprom aevenuu ¢ 31.10. no 05.12.2017.

Ilo dannvim OxoKI 6 dunamuke, mpaunchnuuje-
600H0I Dx0 KT noomeepicdeno naruuue paromupyro-
weeo mpomoa 6 nosocmu JI2K.

MPT cepoua: nepukapd ve usmeren, nreekas ouAa-
mayus JIK u ITIT. JIIT u I12K ne pacuwupenvt. Cmenxu
JI2K He ymoawenol. CokpamumenvHasi cnocoOHOCMb
JI2K ymepenno nonudicena 3a cuem euno- u aKuHe3uu
cpedunHo-anuxkaivivlx omaoenos MKII, nepedueii u
Huxcreil cmenok JIK, anuxanvhvix omoenog 60Kk060i
cmeHKku u eepxyuiku. B nonocmu JI2K é obaacmu éep-
XYWKU onpedensiemcss NOOBUIICHbLI MPOMO pPa3Mepom
17x10x11 mm, He HaAKANAUBAIOUWUL KOHMPACMHbLI
npenapam. Ha omcpouennbix nocmkoHmMpacmHoix
U300padiceHUsx 6 CpeoOuHHO-AnUKAAbHbIX omdenrax
M2KTI, nepeoneii u nusxcreii cmenok JI2K, 6 cpedunnuix
omoenax 6okoeoil u 3adueii cmenox JIK, a maxce
6 eepxyuike JIK onpedensiomes cyb6anookapouanvHole
pyouosvie usmenenus, sanumarougue >50% moaujunol
Muokapoa.

1 Dist 402em
2 Dist 0.45cm

-

Tpom6 B nonoctn JK y naumneHTkn P.
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Ilpu nosmopuom ckpurunee ADC u ocHosHble
mpombogurumuyeckue mymauuu He gvisigaenvt. Coe-
AaH 861600, umo TO He 00yca081eHbL 0OHAPYICEHHBIMU
UBMEHEeHUAMU 2eHemuyeckozo noaumopgusma. Ilpo-
0dondice NOUCK Opyeux 603MOJICHbIX NPUHUH MPOM-
00306 — NAPOKCUBMANBHOU HOUHOU 2eM02A00UHYpUU
(CKpUHUHE OMPUL,AMENbHbBLIL) U NOAUUUMEMUU.

Obwuii anaauz kposu 6 Junamuxe: Hb 143 —
136,7 — 134,2 — 141,2 — 135,8 — 133,7 ¢/a; ap.
6,09 — 6,04 — 6,11 — 6,18 — 5,89 — 6,07+ 107/x;

a. 13,1 —11,7— 153 — 11,6 — 12,5 10°/a; mpomo.

441 — 469 — 593 — 654 — 729 — 735+ 10°/a; Ht

47,4 — 48,7 — 48,1 — 48,5 — 45,7 — 48,4%; MCV 77

fL, MCH 22 pg. CmandapmHubie b6uoxumu4eckue no-

Kazamenu Kposu, 00ujuil aHalu3 Mo4u — 6 npedesax

HOpMbL. YPOoBeHb 2pUmMpPONnOIMUHA HUICe HOPMbl —

2,04 maU/ma (nopma 3,22—31,9). Obnapysicena my-

mauyus — JAK2 V617F, koauuecmeo annensi ¢ Mmyma-

yueti ¢ ouanasone 12,5—31%.

Takum obpaszom, duaenocmupoeana UII na ocro-
8aHUU HAAUYUSA 2 OCHOBHBIX OUACHOCIUYECKUX KpU-
mepuee [14]: yposenv Ht>48%, nasuuue mymayuu
V617F 6 eene JAK2 u 1 manoeo kpumepus — HU3KuUlil
YPOBeHb dpumponodmuna 6 kposu. Kpome moeo, 6o
8CeX NOCACOHUX KAUHUMECKUX AHAAU3AX NPUCYMCMBO-
8aAU NEUKOUUMO3, SPUMPOYUIMO3 U MPOMOOYUUMO3.

ITlayuenmke evicmasnen duaeHo3: mpomé nono-
cmu JIK ¢ gaomupyrowum yuacmxom. UBC. ITHK
(no KT u IxoKT). Koponapoepagus om 20.03.2017.
Keaydoukoeas DC. CH I cmaduu, @K I1. MII3: uc-
munnas noauyumemusi JAK2 V617F*, evicokuil puck
mpombomuueckux ocaoxcheruil. Iloaumopghusm 6 ce-
mepo3ueomuoll gopme 8 MmpomoopuUAUHeCKUX 2eHaX
eemocmasa. Ilocaedcmeus uacmuunoeo mpomoo3a
npasoeo NONepeuHo20 U CuemMo8UOH020 CUHYCOB.

C yuemom omcymcemeuss 3MO0AUHECKUX OCA0IHC-
HeHUil, HeboNbUUX paszmeposd mpomoa é nosocmu JIXK
NPUHAMO peuleHue 0 KOHCep8amugHoM 6e0eHUlU Nayu-
EeHMKU: AUemuaCcaluyuao8as Kucioma 00HOKPAMHO
edxcednesro, eapgapun (MHO 2,0-2,5), nepunodo-
npua, 6uconpoaos, ampoeacmamut, 2UOPOKCUKapoa-
Muod. B dunamuke uepes 6 mec ommeuanocv CHudM CeHue
ypoeus Ht (44,3%), mpomoboyumoe (146 10°/2),
aetikouumos (7,1 10°/n). [loesmopuwie TO He nabaro-
daauce.

B mocnenHee BpeMsi B JuTepaType MOSIBIISIIOTCS CO-
obmieHus1 o MackupoBaHHoi/mateHTHoit WII, koTopyro
MPEII0XEHO BBIIEIUTh KaK OTAEJbHBIA HO30J0TMYECKUi
BapuaHT, MMOCKOJIbKY OHa 10 cpaBHeHUIo ¢ siBHOi WIT oT-
JImgaeTcs 6oJiee IINTEIbHBIM aHAMHE30M JI0 YCTAHOBJICHUS
JMarHo3a, XapakTepusyeTcsl 0oyiee BBICOKMM PUCKOM pas-
BuTusl TO, HU3KOM 00LIE BEIKMBAEMOCThIO [2, 3].

[IpuBeneHHOE KIMHNIECKOE HAOIIONCHUE WILTIOCTPU-
pyet no3aHio nuarHoctuky MIT (depes 5 ynet) ¢ MOMeH-
Ta nepBoro TO. MHTepecHO, UTO 3a00JieBaHUE Y MOJIOAON
XXKEHIIMHBI 6e3 ¢dakTopoB pucka (oxupenue, CI, cemeii-
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HbIIi TPOMOOTUYECKHUIT aHaMHE3, KypeHue) AeO0TUpOoBalo
¢ KOpOHapHBIX TpoM0030B 1 pa3sutust UM. Yepes 4 roga
MPUCOEIMHUIIACH HEBPOJOTUYECKasi CUMIITOMATHKA, FOJOM
MO3Xe pa3BWICS TPOMOO3 liepeOpaibHbIX COCYIOB, a ellle
yepe3 1 Tom AMarHOCTUPOBAH BHYTPUCEPIACTHBINA TPOMO.
ITockonbKy B Havasie 3a00ieBaHUSI M3MEHEHUSI B KJIMHU-
YECKOM aHaJli3e KPOBU OTCYTCTBOBaIM (0O€3 TOBBIILICHUS
ypoBHs1 TpomOouuToB, Hb 1 Ht), o6cnenoanue 6bu10 Ha-
MpaBJieHO TOJBKO Ha MCKIodeHue Tpombodmmmu u ADC.
Benyumium nuarHoctudyeckum kputepuem MIT y KeHinuH
sBistetcst ypoBeHb Hb>160 r/m u Ht>48% [9]. KoHueHTpa-
g Hb 1 Ht mo3BosisieT KOCBEHHO OIpeaeauTh 00beM IIUP-
KYJUPYIOIIUX 3pUTPOLMTOB. ONHAKO MOBBILIEHUE YPOBHS
Hb He Bcerna cBsg3aHO ¢ aOCOMIOTHBIM 3PUTPOLIUTO30M, U
Hao0opoT, HU3KOoe copepxkaHue Hb moxeT HabMoOgaThH-
¢S IpU abCOJIIOTHOM 3puUTpoLnTo3e [18]. DTo MOXHO Ha-
OrofaTh My MallMeHTOB NPpY HAIWMYUK AedulimTa xejae3a
(HopManbHBIN WM Aaxe MOHWXeHHbIW Hb nmpu BeicokoM
ypoBHe sputpounToB) [9]. [To Bcell BUumMMOCTH, TaKast CH-
Tyalysi HabJoganach B paccMaTpuMBaeMOM HaOJIOICHUU.
PerpocniekTBHO IpY OLIEHKE aHaIM3a KpOBU o0OpalliaeT Ha
cebst BHUMaHMe, yTo rnmokasateau Hb (120 r/m) u Ht (40,3%)
ObLTM HUXKe auarHoctundeckoro aias UMIT ypoBHs, HO mpu
3TOM OTMeuasiach runoxpomMus (1B. nmokasarenb 0,7, MCH
23 pg) u ManeHbkuii nuametp aputpoumtoB (MCV 78 fL),
YTO KOCBEHHO CBUICTCIHCTBOBAJIO O AeUIIMTE Keme3a u
npuBeo K runoguarHoctuke MIT.

Takum o6pazom, MII Obl1a 3anono3peHa JUIb CITYCTS
5 et oT MoMeHTa nepBhiX TO — IpU MOSIBICHUM JUArHO-
CTUYECKM 3HAUMMOTIO TIOBBIIICHUs ypoBHs Ht, Tpombo-
LIMTOB, JIEHKOIIMTOB — W OblIa MOATBEpPKAEHA TOMOJTHU-
TETHLHBIMU METOIAaMU UcCcIenoBaHus (0OOHapyKeHNE B TEHE
JAK2 mytauyu V617 U HU3KOIO YPOBHSI SPUTPOIIOSTUHA).
YuutbiBasi OTCYTCTBUME B T€UEHHUE IJIUTEIBbHOrO IMepuoa
XapaKTepHBIX ISl TaHHOTO 3a0oJieBaHUsT MoBbIeHUsT Hb
n Ht, THMAYHBIX, TTOMIMO TPOMOO030B, KIIMHUIECKUX IIPO-
SIBJICHUIi 3a00J1€BaHusI, B TOM YHCJIe HOPMaJbHbIC pa3Mephbl
ceJIe3eHKM W TIeYeHU, MOXHO JIyMaTh O MacKMPOBaHHOI/
nmareHTHOU WMII, mpucyTCTBOBABIICH IIUTEIBHOE BpeMs U
OCJIOXKHUBIIIEHCSI MHOXKECTBEHHBIMM TPOMOO3aMM.

JlaHHOE KIIMHWYECKOe HaOMI0JeHUE CBUIETEIbCTBYET
0 TOM, YTO KOJIMYECTBO TPOMOOIIMTOB U JIaKe TTOBBIIIIEH-
HBIIA ypoBeHb Ht aBisiorcsa ciopabeiMu @P TO [19], ipu
9TOM HeJb3s HemooleHuBaTh coyeTtaHue MIT u MHOXe-
CTBEHHOTO HOCUTEILCTBA TEHETUYECKUX MyTalldil B TeHax
MMOBBIIIIEHHOTO TpoMbooOpa3oBaHus. CoriacHO JuTepa-
TYpPHBIM TaHHBIM, coueTanue MII ¢ myranueit reHoB PAI1,
¢donarHoro oomMeHa, pudpuHoreHa u pudpuHasbl (Mpu-
YeM KaK Yy TOMO- TaK M T€TePO3UTOTHBIX HOCUTENIEH) yBe-
mrunBaeT puck TO u mpeuMyiecTBeHHO apTepruanibHBIX
Tpom6030B [15].

Hebonpbi10e KOIMYeCTBO JUTEPATYPHBIX COOOIIEHUI U
paccMaTpruBacMOe KIMHUYICCKOEe HAOJIONCHNE CBUIETEIIb-
CTBYIOT O TOM, YTO y OOJIbHBIX C BBISIBJICHHBIM HOCHUTEJIb-
CTBOM Ja)e KIIMHWYECKM HE3HAUMMBIX MyTalllii B TeHax
TOBBIIIIEHHOTO TPOMOOOOPa30BaHUS U HAJIMYUEM apTepu-



aJIbHBIX TPOMOO30B CJIeAyeT UCKIoYaTh JiareHTHyo WUII.
Bricokas yactora TO y 6onbHBIX nateHTHON WIT mMoxeT
OBbITH O0YCJIOBJIEHA U MEHee MHTeHCUBHOM Tepanueit [20].
He BbI3BIBalOT COMHEHUI BaKHOCTh PAHHETrO BBISIBJICHUS
MacKupoBaHHOI/TaTeHTHO WMII M cBOeBpeMeHHOE Ha-
3HaYeHUE [IUTOPEIYKTUBHOM Tepanuu. Beab nMeHHO Tipen-
ynpexneHue TO omnpenessieT MporHo3 1 oOIIyI0 BbIKMBae-
MoCTb naneHToB ¢ UII.
sk k ok

Kongauxkm unmepecoe ne 3aseaen.
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THROMBOSIS OF THE CORONARY AND CEREBRAL VESSELS
AT THE ONSET OF POLYCYTHEMIA VERA

(THE AUTHORS’ OWN OBSERVATION)

Professor L. Kozlova', MD; G. Kuechma', Candidate of Medical Sciences;
N. Sokolova®; S. Lebedenko?; Professor G. Bagirova', MD
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This paper describes the clinical case of a 39-year-old woman who had long-
term polycy-themia vera and developed thrombosis of various localization
without other clinical manifestations and complete blood count changes, which
were characteristic of this disease. This pathological condition was suspected
only when there were significantly elevated levels of hematocrit, plate-lets, and
leukocytes, and supported by additional tests (detection of V617 mutation in the
Jak2 gene and low erythropoietin levels).

polycythemia vera; diagnosis of polycythemia vera,; thromboses,
inherited thrombo-philia.
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coronary and cerebral vessels at the onset of polycythemia vera (the authors’ own
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