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PE3IOME

Beeaenune. MueronpoanepatmsHble 3a6oaeBaHust (MINM3) — reTeporeHHas rpynna 3aboAeBaHWi CUCTEMbI KPOBU KAOHAABHOTO
MPOMCXOXKAEHUS C M3OLITOYHON NpoAMEepaLMen MUEAOMAHBIX KAETOK KOCTHOTO MO3ra, XapaKTepu3yloWwmnXcs NpucyTCTBUEM
comaTnyecknx MyTaumnin. boab npu MIM3 Becbma pasHopoaHa: 3To Ledanrum, abAOMMHaAbHbIE BOAM PA3AMHHOM OKPACKM M AOKa-
AM3ALMKN, SPUTPOMEAAATUM, MIOYEYHbIE KOAMKHM, MoAarpuyeckme 60an. Kpome TOro, BO3MOXHO MOSBAEHHE KOXKHOTO 3yAd. AnMarHo-
cTmka MI3 YacTo 3aTpyAHUTEAbHA M OTCPOYEHA, B CBSI3M C 3TUM MaLMEHTbI C ADAOMUHAATUSIMM MPOXOAST «AOATUIA MYTb» AO Ha-
Yana 3P PeKTUBHOIN Tepanmu.

LleAb MCCA€AOBAHMSI — M3YUMTb XapakTep abAOMUHAABHOWM (BbI3BaHHOM TPOMBO3amm) BOAM, MO HAAMUMIO KOTOPOI MOXHO 3aro-
A03puTb MI3.

Matepuan n metoabl. B npocnekTnBHoe nccaeaoBanmne, nposeaeHHoe B OIBY «HauMOHaAbHbBI MEAMUMHCKMIA MCCAEAOBATEAb-
CKUP LeHTp rematonorim» Munsapasa Poccun B 2018—2019 rr., BKkalodeH 31 naumeHT ¢ MI3, KoTopble CONPOBOXAAAUCH ab6-
AOMMHAAbHOW BOAbIO. M3yyeHbl pa3AnyHbie XapaKTepucTukin 60AM 1 cnocobbl ee AedeHns. Mcnoab3oBaan onpocHuk 6oan Mak-
T'nana (MPQ), onpoCHKK MO BbISIBAEHWIO HEBPOMATUHECKOM BOAM.

PesyabTatbl. B nccaeaoBanme Bowan 20 xeHwmnH n 11 My>xunH. Meanana Bo3pacTa XeHWwnH 43 roaa, Myx4ymH 36 aeT. [NauneH-
Tam YCTaHOBAEHbI CA€AyIOLIME AMArHo3bl: MIN3 HeyTOYHEHHOE, MCTUHHAS MOAULIUTEMMS, MAMONATUYECKNI TPOMOO3, 3CCeHLIMaNb-
Hasg TpoMboumemnst, NepBrHHbIA MUeAodrbpo3. Bo Bcex caydasx aebioTom 3aboreBaHns bbina abaommHanrns. Kannnyeckas kap-
TUHA BKAIOYaAa B cebs TPOMBO3bl MOPTAABHOM BEHbI, CEAE3EHOYHOM BeHbl, CMHAPOM baara—Kuapu, xapakTtepHblie ars MIM3 m3-
MeHeHUs B nepudepryeckoin Kposu, y 6oablnHCTBA (85%) Jak2V617F nosutusHebii. MHTeHcHBHOCTE 60AM No 10-6aAAbHOM
UMCAOBOV perTHHIoBO# Wkae (NRS) Bbina oT 5 6aAr0B 1 Bbile. Hanboaee yacTas nokaamsaums 60An: snuractpuin — 31%, noa-
B3AoLWHas o6AacTb — 19%, npasoe u/uAn aeBoe noapedepbe — 25%. Bce naumneHTbl xapakTepu3oBaak 60Ab KaK CKMMaIOLLYIO,
TAHYLYIO M Howowylo. HeeponaTuyeckas 60Ab He BbiiBAEHA. HeKOTOopbie NauMeHTbl AAMTEALHO MOAYYAAU AEHEHWE Y Pa3AMYHbIX
CMeumMaAncToB. Bpemsi A0 yCTaHOBAEHMSI AMArHO3a M HaYaAa aHTMKOAryASHTHOM Tepanmu COCTaBASAO MAaKCMMaAbHO 365 AHel, B
cpeaHem 1—1,5 mec. DdekT oT 06e360AnBalOLLMX MPenapaToB OTCYTCTBOBAA, NMPU 3TOM OTMeYeH perpecc 60An NocAe Havyara
AHTUKOAryASIHTHOM Tepanuu.

BbiBoA. MuenonpoandepatnbHbie 3a60AeBaHNS SBASIOTCS AOCTaTOYHO PEAKOI HO30AOTMYECKOW FPYNMOW; yCTaHOBAGHME AMarHo-
3a CBSI3aHO C CYLIECTBEHHbIMU TPYAHOCTSIMU. 3HaHWE KapTUHbI OOAEBbIX OLLYLIEHWIA MO3BOASIET M36eXaTb AMarHOCTUHECKMX OLLK-
60K 1 OCAOXKHEHMIA, BOBPEMS 3aMOAO3PUTL 3a00AEBaHME, YCTAaHOBUTbL BEPHbI AMArHO3 U MPOBOAUTL NATOFEHETUYECKYIO Tepanumio,
B TOM YMCAE AASE 06e300AMBaHNS.

Karouesbie croBa: 60Ab, ADAOMMHAATUS, MUEAOTIPOAUGEpaTUBHbIE 3aboAeBaHs, 0be300AMBaHUe, aHTUKOATyASIHTbI.
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Abdominal pain syndrome as a manifestation of myeloproliferative disease
© O.K. LEVCHENKO, M.A. SOKOLOVA, E.G. GEMDZHYAN, V.G. SAVCHENKO

National Research Center for hematology, Moscow, Russia

ABSTRACT

Introduction. Introduction Myeloproliferative neoplasms (MPN) are a heterogeneous group of diseases of a system of clonal ori-
gin with an excess of proliferation of myeloid bone marrow cells characterized by the presence of somatic mutations. The pain
with MPN is very diverse: cephalgia, abdominal pains, stains and localization, erythromelalgia, renal colic, gouty pains, and itchy
skin. Diagnosis of MPN is often difficult and delayed, which leads to prolonged therapy until effective therapy begins. The goal is
to investigate the nature of abdominal (caused by thrombosis) pain, according to which MPN can be suspected.

Material and methods. A prospective study conducted at the National ResearchCenter for hematology, Moscow, Russian Federa-
tion in 2018—2019 included 31 patients with MPN occurring with abdominal pain. We studied various characteristics of pain,
methods of treating pain. We used the McGill Pain Questionnaire (MPQ), a neuropathic pain questionnaire.
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Results. Women-20, men-11. Median age: women — 43 years old, men — 36 years old. With the meaning of the diagnoses: MPN,
not daily, true polycythemia, idopathic thrombosis, essential thrombosis, primary myelofibrosis, debuted with abdominalgia. The
clinical picture includes: portal vein thrombosis, splenic vein, Budd-Chiari syndrome, characteristic for MPN changes in periph-
eral blood, mostly (85%) Jak2V617F positive. The intensity of pain on a ten-point numerical rating scale (NRS) of 5 and above.
The most frequent localization of pain: epigastrium — 31%, iliac region — 19%, right and/or left hypochondrium — 25%. All pa-
tients report pain as constricting, pulling, and aching. Neuropathic pain was not detected. Most patients underwent long-term treat-
ment with various specialists. The time until diagnosis and the start of anticoagulant therapy is a maximum of 365 days, an aver-
age of 1—1.5 months. There was no effect of pain medication, and pain regresses were observed after the start of anticoagulant

therapy.

Conclusion. MPN is a rather rare nosology, but it presents significant difficulties in making a diagnosis. Knowledge of the picture
of pain allows you to avoid serious diagnostic errors and complications, suspect in time, establish the correct diagnosis and con-

duct research, pathogenetic therapy.

Keywords: pain, abdominalgia, myeloproliferative neoplasms, analgesia, anticoagulants.
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MuenonponudepatuBHbie 3aboneBanus (MII3) —
reTeporeHHast rpyIma 3ab0JeBaHUil CUCTeMbl KPOBU KJIO-
HaJIbBHOTO TIPOUCXOXICHUS ¢ M30BITOYHON Mpordeparreit
MUEJIOMIHBIX KJIETOK KOCTHOIO MO3ra, XapaKTepU3YIOIIUX-
Cs MPUCYTCTBUEM COMATUUYECKUX «IpaiiBepHbIX» MyTaLuii [1].
K MII3 oTHOCST TpU OCHOBHbIE HO30JIOTMU: UCTUHHYIO MO~
muutemuio (MI1), nepeuunbiii Muenopropos (IMM®) u sc-
ceHLuaabHy0 TpoMOoLuTeMuio (DT). OTInYuTebHON 0CO-
OEHHOCTBIO KJIMHUYeCKOM KapTuHbl MII3 siBasioTCsT Tsixke-
JIbIe HapyILIeHUsI TeMOCTa3a, KOTOPbIe MOTYT IPOSIBIISITHCS KaK
TpoM0OO3aMHu, Tak U KpoBoTeueHUusiMU. bosib mpu MI13 Bech-
Ma pa3HOpOIHa: 3TO Ledanruu, abaroMruHaIbHbIe 60U pa3-
JIMYHOM OKPACKH Y JIOKAJTU3ALMK, SPUTPOMETAITUH, TTOYed-
Hble KOJIMKU, nogarpuyeckue 6omu. Kpome Toro, BO3MOXHO
MosIBJIEHUEe KOXHOro 3yaa [2]. 3ayacTylo MMEHHO abaoMu-
HaJIbHbIe BEHO3HbIe TPOMOO3bI MOTYT OBITH ITEPBLIMM ITPOSIB-
neHusimu MI13 [3].

Llenp vccaenoBaHust — U3YIMTh XapakTep abIOMUHAIIb-
HO (BBI3BaHHOI TpoM0OO3aMu) OOJIM, MO HAJTUYUIO KOTOPO
MOXHO 3arono3puth MI13.

MaTepMa/\ U METOAbI

B npocnexktuBHOe ucciaenoBaHue BkawYeH 31 manu-
eHT ¢ MII3, KkoTopbie UMesIn a0JOMUHANIbHBIN 00J€BOI CUH-
IPOM M Haxonuauchk rmoa HadmoneHreMm B ®I'BY «Harmonanb-
HBII MEIUIIMHCKUI UCCIeI0BATeIbCKII IIEHTP TeMaTOJIOTUI»
Mun3znpasa Poccuu 3a nepuon ¢ 2018 o 2019 r. C uenbio u3-
YUYeHHUsI XapakTepa 0011 UCIIOIb30BaHbl YMUCIIOBAsT PEUTHHIO-
Bast mkana (NRS), onpocHuk 6o1u MakI'nmia (MPQ), Bkitio-
YaoIIMil TPY IIKAJIbl: CEHCOPHYIO (MepeueHb OIIyIIeHUIA 60-
M), appeKTUBHYIO (BO3IeCTBYE 00N Ha IMICUXUKY), LKAy,
OLIEHMBAIOIIYI0 MHTEHCUBHOCTh 00n. Mcronb3oBanu Tak-
ke onpocHuK Pain Detect mist BeISIBJIEHHMSI HEBPOITAaTUYECKO-
ro KoMrnoHeHTa 6omu [4, 5].

Kputepuem BKIIOYeHUST B MCClienoBaHue ObLT Ie0I0T 3a-
OoJieBaHUS B BUIe aOMOMUHAIBLHOM 0011, 00YCIOBJIEHHOI Ha-
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JIMYueM BepuULMPOBAHHOM Ho30I0rnyeckoit (hopmbl MI13:
UII, [IM®, 5T. Unnonatnyeckuii TpoM0O03, onpeaeisieMblit
HamnureM mytanuu VO17F rena Jak2 B KauecTBe eIMHCTBEH-
HOTO THarHoctuieckoro kpurepust MI13, oTHeceH K JIaTeHT-
HbiM MIT3.

YuuThIBaIM TaKKe MOKa3aTeu, KakK I0JI, BO3pacT, Ipu-
cyrctBue mytaumu V617F rena Jak2, BpeMst OT MOMEHTa 110~
SIBJICHUS 00JIeii B XXUBOTE 10 yCTaHOBIeHUsT nuarHoza MI13,
HaJIM4Ke ONEePATUBHBIX BMEIIATEILCTB U APYTUX MPUIUH 60-
JI B XKMBOTE, ONpeIeIeHIe JIOKAIU3alluK 6011, UHTEHCUBHO-
ctu 0011 1o ynciioBoit paHrosoit mkajnae (NRS) ot 0 o 10. W3-
YYEHO CBSI3aHHOE C 0OJIbIO TTOBeIeHYe: ObLIN JIM HAapYIIEHMS
CHa, KaK MalMeHThl YCTPaHsIM 00J1b, ObLI I 3((HEKT OT Te-
panuu 06e300IMBaIOIIMMK CPEICTBAMM Y aHTUKOATYJISTHTAMU.

Cratuctnueckuii aHanu3. it IpeacTaBIeHUsT TaHHbBIX
HCITOJIb30BaHbI MeauaHa (Me) ¢ MeXXKBapTHJIbHBIM pa3MaxoM
(IQR), cpennee apudmeTrueckoe (M) ¢ 95% noBepuTeIbHBIM
nHTepBajiom (1) u mona (Mode). DMnupuyeckue pacrpeie-
JIEHMSI TIPECTaBICHbl YaCTOTHBIMU THCTOTPAMMAaMHU.

Pe3yAbTathbl

B uccrnenoBanue Bouwau 20 xeHiuH U 11 MmyxuyuH. Me-
IaHa BO3pacTa XeHIIWH 43 roga, MyXuuH 36 jeT. [TanueHTh
pacrnpefesieHbl B COOTBETCTBUM CO CJIEAYIOIIMMU MOATUIIAMU
MI13: ucTuHHAS MOMUIIUTEMMUSI, ICCEHIIMATbHAs TPOMOOLIUTE-
MUsI, IEPBUYHBIN MUET0(DUOPO3 U MIUONATUYECKII TPOMOO3
(MI13 HeyrouHeHHoe). KnnHuyeckast KapTrHa BKJII04aia B ce-
051 TPOMOO3bI TTOPTAIBHOM BEHBI, CEIe3¢HOYHOM BEHbI, CUH-
npom bamma—Kwapu. Jlarentasle MI13 BeTpedanuch B 56%
cirydyaeB. Mytanust Jak2V617F obHapyxeHa y 85% nalimeHTOB.

AOIOMMHAJITUST XapaKTepu3oBaia 1e0I0T 3a001eBaHUST
y JaHHOM KOTOPTBI 60IbHBIX. JloKaau3alus 601 pa3InaHast:
snuractpuii — 31%, noas3noinHas o6aactb — 19%, npaBoe
1/WIH JIeBoe Tonpebepbe — 25%, OKOJIOIyIToYHast 06J1acTh —
6%, TakKe BCTpevaioCch coyeTaHMe ABYX obyacTeil (amura-
CTpuii U moapedepbe WIK MOAB3AO0IIHAS 00J1aCTh).
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Puc. 1. PacnpeaeAreHne BpemeHu OT NMepBbIX CUMNTOMOB aOAOMU-
HaAbHbIX OOAEl A0 YCTaHOBAEHMSI AMarHo3a mueAonpoaundepartms-
HOro 3aboAeBaHus.
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OLEHKM MHTEHCUBHOCTM abl0MUHaSIbHON 60N
o YMCNOBOW Lwikane oueHkn ans 6onum (NRS)

Puc. 2. YactoTa pa3AM4HbIX OLIEHOK UHTEHCUBHOCTH aOAOMMHAALHOM
60AM NO 4uCAOBOW WKaAe oueHku 6oan (NRS) y naumeHToB C
MueronpoAnpepaTUBHLIMU 3200AEBAHUIMMU.

MHorue naureHThl JIUTETbHO MOJyJalli JeUyeHUe y pa3-
HBIX CIIeLIMAIMCTOB. BpeMsi 10 yCTaHOBJICHUST IMarHo3a 1 Ha-
yaJia aHTUKOATYJISTHTHOI Tepary COCTaBJISUIO MaKCUMAaJIbHO
365 nHeit, B cpenHeM 1—1,5 mec (puc. 1). B xone mmutensHOro
JIMarHOCTUYECKOTO TTOMCKA HEKOTOPbIE MALIMEHTHI IePeHeCIN
XUPYPrUYeCKMe BMEIIaTeIbCTBa (B TOM YMCJIe TMarHOCTHYE-
CKYIO JIalIapOCKOITHIO).

XapakTep 6011 IPUCTYII000pa3Hblit (44% ) 1 TOCTOSTHHBI
(56%). UnteHcuBHOCTH 6011 (prc. 2) 110 10-6aTbHOM YHCITO-
BOI peMTUHIOBO 1IKaJIe OT 5 0aJUIOB U BhILIe (0O0JIb Yallle Co-
OTBETCTBOBAJIa YMEPEHHOM 1 CHIIBHOI).

Hecwmotpst Ha To uTO ¢ momolibio onpocHuka MakI'nmia
BBISIBJICHO, YTO MHIEKC YaCTOTHI BBIIEICHHBIX JMCKPUIITOPOB
Y PAHTOBBII MHIEKC 60N ObLTM OTHOCUTEIHHO HEBETUKHU (3TO
yKa3bIBaeT Ha CKYIHYIO XapaKTePUCTHKY U SIPKOCTh OO0JIN), OT-
MeueHa ornpeielieHHas1 «kkapTuHa» 0011 y nauueHToB ¢ MI13.
ITo maHHBIM CEHCOPHOI IIKaJIbl, HE OTMEYaJIOCh OOJIBIIIOTO
pa3zHOOOpa3Usl TUCKPUIITOPOB 0OJIN, OMHAKO BCE PECITOHIEHTHI
MPaKTUIECKU eIMHOIIACHO XapaKTepU30BaIKd 0OJIb KaK CXMU-
MaIOIIY10, TAHYIIYIO U Hotoliyto (puc. 3). [To naHHbIM adbdek-
TUBHOM IITKAaJIbl, BCE MALIMEHThI CKJIOHSUIUCH K OMHOM neMHM-
LMK 6OJIb YTOMJISIET M 00€CCUTUBAET.
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Puc. 3. YacTtoTta pa3AnuHbIX XapaKTepUCTUK OOAM, BbI3BAHHOW
a6AOMMHAABHBIMM TPOMDBO3amun Npu mueronporucepaTUBHbIX
3aboAeBanusix (n=31).

PesysibTarhl orpoca naiueHTOB M0 CeHCOPHOIA 1Kayie onpocHuka MakI'uuia

(MPQ).
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Puc. 4. CooTHOWEHHUE YUCAQ MALMEHTOB C ADAOMUHAABHBIMU DOASIMH,
NOAYYMBIIMX U He NMOAY4YMBWIMX 06Ge30oAuBaownii 3¢pekt ot
AHTUKOAryASIHTOB.

B pesyabraTe aHanu3a mkaibl Pain Detect BbIsSICHEHO, 4TO
HM OIIMH 13 TALIMEHTOB He YKa3bIBaJl Ha HAJIMYUe HeBPOIaTH-
yeckoit 6omu. [TpumepHo B 20% ciryyaeB maliueHThl OTMeYaln
NMCTETICUYECKUE PacCTPOIMCTBA (TOIIHOTA, M3KO0Ta), YTO TaK-
K€ 3aTPYIHSUIO IMarHOCTUKY. [lalieHThl MpMHUMAIIU pa3ind-
Hble aHaJIbIeTUYECKHEe MperapaThl, KOTOPbIE JIMO0 Ha3HAYaIN
cebe camu, MO0 X Ha3Hayall Bpay (Xupypr, repanesT). B ka-
YEeCTBE CPENCTBA OT OOJIU MALIMEHTHI IPUHUMAIH (B CpeIHEM
1 pa3 B HeleJTi0) MPEUMYIIIECTBEHHO HECTEPOUIHBIC IIPOTHBO-
BOCHAJIUTEIbHBIE ITPEapaThl, apaleTaMoJI, TpaManoi. Y Bcex
MaLMeHTOB 13-3a 00 HapyIIaJICs COH.

Ha Bonpoc «HackojbKO crioco0eH «CHSTb» 00JIb UC-
MOJIb3yeMblii BaMy aHaIbreTuk?» JUIIb | MalMeHT OTBEeTH,
4To oryiai 3ppeKT, ocTaabHbie COOOIINUIN, YTO 00JIb MOCIe
MpreMa aHaJIbIeTUKOB MPaKTUIEeCKU He oTcTymajia. [1pu aTom
MOYTH BCE MALMEHThl OTMETWIM perpecc 001 mocjae Haya-
Jla TTATOTEHETUYECKOTO JIeYeHHMs] — aHTHKOATYJISTHTHOM Tepa-
nuu (puc. 4).

OO0cyxaenune

Bonesoii cunapom y nauueHToB ¢ MI13 B G0bIIMHCTBE
cJTydaeB MaTOTeHETUIECKH 00YCIIOBJIEH TPOMOOTUIECKIUMU OC-
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JIO)XHEHUSIMU. BO3MOXXHBI pa3TnyHbIe JTOKAIU3AUU (HOPMHU-
pOBaHUST TPOMOOB: BEHbI HMKHUX KOHEUHOCTEM, 1iepeOpaib-
Hble 1 a0JOMUHAJIbHBIE BeHbI [2]. TpoMO03bI OCISTHUX MOTYT
pa3BuBaThes B ae0oTe MI13 1 aBASITHCS TPUUMHON UHTEHCUB-
HBIX 60JIell XKMBOTE, KOTOPbIE TPYIHO MOAIAIOTCS TUATHOCTH -
K€ U JICYEHUIO, TPUBOJST K IJIUTEIbHBIM «CKUTAHUSIM» TTaLU-
€HTa I10 JIEYeOHBIM YUIPEXKIACHUSIM, HEKOHTPOJIUPYEMOMY ITPH-
eMy aHaJIbIeTUKOB, MmojumnparmMasuu. TpoMGoobpaszoBaHue
B OPIOLITHOM MOJIOCTH MOXKET ITPOMCXOIUTD B 9KTpa- M MHTpa-
MEeYEeHOYHBIX BeHaX ¢ cuMItomamu cuHapoma bamma—Kwua-
pY, B IOPTAJbHOM CHCTEMEe C BOBJIEYCHHUEM CEJIe3eHOUHOI,
Me3eHTepualibHbIX BeH [3]. [TomoOHast KiimHuYeckast KapThHa
yaiie BCTpeyaeTcsl Y MOJIONBIX MAllMeHTOB, MPEUMYIIECTBEH-
HO XEHIIH, MOXET MPOTeKaTh 03 XapaKTepHBIX U3MEHEHMIA
B IiepreprIeCKOii KPOBH, YTO CYLIECTBEHHO 3aTPYIHSIET IM-
arHOCTUKY. AGIOMUHAJIbHbIE BEeHO3HBIE TPOMOO3bI HEPEIKO
OCJIOXKHSIIOTCS LIMPPO3OM TIeUEeHU, PELIMANBUPYIOIIIMMU TPOM-
605MOO0IUSIMU, YTO OOBSICHSIET BHICOKYIO CMEPTHOCTD y aH-
Ho#t kKateropuu nmauueHToB. [Tpu [TM® Benymmm cummnTo-
MOM SIBJISIETCSI CILIEHOMETajivsi, 00yCIOBIMBAIOIIAsl YYBCTBO
TSDKECTH B JIEBOM ITOIpeGephe, OIIYIIeHNe TaBICHUS B KeTyI-
Ke 1 KUIIeYHUKE, TePUOIMISCKH BO3HUKAIOIINE OCTPhIe 6OII
B XUBOTE (OCTpble MHMAPKTHI CeIe3eHKN WM TIEPUCILICHUT)
[1]. TMoBbILIeHHOE 00pa30BaHKe TPAHYIOILUTOB, B TOM YHCIIe
6a30(hMI0OB, COMPOBOXIACTCS TOSIBICHUEM TaK Ha3bIBAGMBIX
MHMeJTOoNpoTHGbepaTUBHBIX CUMITOMOB, K KOTOPBIM OTHOCSIT-
Csl KOXKHBIM 3y1, a TaKKe BO3MOXHO HapyllleHHUe YpaTOBOTO
oOMeHa — TUIePYPUKEMUs] ¢ KIMHUIECKUMU TPOSTBICHUS -
MM B BUJIE MOYEKHMCIIOTO auare3a, Moaarpbl WK Moaarpuye-
cKoil moymaptpairuu. IToBbieHHOe 06pa3oBaHue TPOMOO-
IIUTOB U HapylleHue UX GYHKIIMOHATbHBIX CBOMCTB MPUBO-
ISIT K 9PUTPOMENTAITUN, YTO, 6E3yCIOBHO, YBEJIMYUBAET PUCK
DPa3BUTUS IPYTUX, OCOOEHHO TPOMOOTUYECKUX OCIOXKHEHU I
y 6oabHbIX ¢ UTTu DT [3].

IIpuMeHeHUe pa3IMIHBIX KJIACCOB aHAIbIeTUYECKUX
MperapaToB OKa3biBaeTcs Hea(HEKTUBHBIM TP JICUeHUUN
6oy npu MII3. Kpome TOoro, 00JbIIMHCTBO MallMEHTOB
¢ MII3 Ha paHHUX CTaAUsIX MOJYYalOT pa3MUYHbIe aHab-
TeTUKU, KOTOPbIE MOTYT OCJIOXKHSITh TeUeHUEe 3a00JIeBaHUSI.
BonbHbie MI13 nMeIoT BHICOKMIT pUCK KaK TPOMOO30B, TaK
M KpOBOTEUYECHUN pa3JuuyHbIX JoKanu3auuii [2]. Ha nep-
BOM MeCTe CpeIy TeMOPParndecKuX OCIOXKHEHHUI CTOST MK~
IIEeBOIHO-XEJIYI0YHbIe KPOBOTEUYEHHUSI, CBSI3aHHBIE C SI3-
BaMM XeJynKa M IBeHAIIaTUIIEPCTHOM KUIIKHU, a TaKXKe
C BapMKO3HBIM paclIMpeHUEM BeH NuIleBoaa (IpOosIBIeHUs
MOPTaJbHON runepTeH3un). Vcnonb3oBaHue HeCeIeKTUB-
HBIX HECTePOUIHBIX MTPOTUBOBOCTIAIMTEIbHBIX Mpernapa-
TOB CIIOCOOHO YCHJIMTh TMITOKOATYJISIIIAIO MYTEM Je3arpe-
rauvy TpoMOOUMUTOB U OTPUIIATEIBbHO BO3AEHCTBOBATh HA
CIIM3UCTYIO 000JI0UKY KeTYI0UYHO-KUIIEYHOTO TPAKTa, pe3-
KO yBeJIMYMBasI PUCK Pa3BUTHS MUIIEBOIHO-KETYI0UYHOTO
KPOBOTEUEHUsI. YUUTHIBAsI BHICOKUI PUCK BO3HUKHOBEHUSI
TPOMOOTUYECKUX OCIOXKHEHUI U BHICOKYIO YACTOTY apTepH-
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aJlbHOI TUIepTeH3un y 00JabHbIX MI13, He cienyeT ucrnoib-
30BaTh TaKXe TPYIIY CEJIeKTUBHBIX HECTEPOUIHBIX MPOTH-
BOBOCIAJIMTEIbHBIX NpenapaTtoB (MHruoutopon LHOI-2).
HMHTepBeHIIMOHHBIE METOIBI 06€300TMBAHUST C TPUMEHEHU -
€M MHBa3MBHBIX TEXHOJIOTMI — JIe4eOHO-TMarHOCTHYECKHIX
0JIOKaJI, SMUAYPATbHBIX MHBEKIINI, THTPAaTeKaJIbHbIX ITOMIT,
HEUpPOMOAYISIIMU — TaKKe He PEKOMEHIOBAHBI B CBSI3M
C BBICOKMM PUCKOM Pa3BUTUSI TeMOPPAarnIecKux U MHHeK-
LIMOHHBIX OCJIOXHeHMit [6]. [TedeHOUHAst HEIOCTATOYHOCTb,
pa3BuBaoliasics Ha (hoHe abJOMUHaATbHBIX TPOMOO30B (0CO-
O6eHHOo npu cuHapome banna—Kwuapu), siBisieTcsi OCHOBaHU -
€M JIUIsI OTpaHUYEHUST MCITOIb30BaHUS TAKUX HEOIMMOMTHBIX
aHaJIbIeTMYECKUX IIpeTapaToB IeHTPaJIbHOTO IeMCTBUS, KaK
napaarneTmiaMuHOMGeHO (MapaneTaMosI) — Ipynia aHuIu-
IIOB U CEJIEKTUBHOTO aKTMBAaTOPa HEMPOHAIBHBIX KaJUEBBIX
KaHanoB — (GJyNUPTUHA, a TaKXKe MeTaMu3osia HaTpus [7].

Takum obpazomM, y nauueHToB ¢ MI13 HazHayeHUe aHAJIb-
TreTUYEeCKOM Tepaluu HelleJecoobpa3Ho U HedhGEeKTUBHO.
ITpu obHapykeHUU TPOMOO30B a0AOMUHAIBHBIX BEeH HEO0X0-
IIMMO TTPOBOIUTD TIATEIbHBII OHKOITOMCK, TeHETHYECKOE UC-
cJeoBaHNe Ha HaTMuue ToueyHoi myrtaumu VO12F rena JAK2
(3aMeHa BaJlMHa Ha (DeHWTaJaHWH B ITOJTOXKEeHUM 617), B ciydae
OTpULIaTeJIbHOTO pe3ybraTta — Mytaiuu reHoB CALR u MPL,
a TaKKe CKPMHUHT Ha HaJTM4Kie TPOMOOMWINK. YUUTHIBas MMa-
TOreHe3 pa3BUTUsI 6OJIEBOrO CUHIAPOMA, CIIEAYeT OTMETUTD,
YTO €MMHCTBEHHBIM BEPHBIM CITOCOOOM, OBICTPO NEHCTBYIO-
UM 1 3(GhEKTUBHO YCTPAHSIOMIMM OOJIeBBIE OLIYIIIEHHS Y TTa-
uueHToB ¢ MII3, siBiseTcst matoreHeTnyeckoe JeyeHue. [1o-
CJIeIHee BKITIOYaeT B ce0sT Ha3HAUSHUE JIe3arPeraHToB, IIPSIMBIX
AHTUKOATYJISIHTOB, aHTMKOATYJISTHTOB HEIMPSIMOTO TEMCTBUS
(BapdapuH), a TakKe IUTOPEAYKTUBHOE JeueHUue (TUaApOKCU-
KapOamun, npernapaTbl MHTepdepoHa anbha-2f, TpoMbope-
nyKTuH) [1, 2].

3akAloueHue

JIarHoCTHKa MUEJIONpPOdepaTUBHBIX 3a00J1€BaHUIA, e~
OI0T KOTOPBIX MPOSIBUIICS a0JOMUHAIBHBIM CUHIPOMOM, BbI-
3bIBAET 3HAYMTEIbHBIC TPYIHOCTH Y Bpaueil pasaMuHbIX CIie-
LUAIbHOCTEN. 3HAHKME KApTUHbI 0OJIEBBIX OLIYIIIEHUI TPH MK~
esornpoindepaTHuBHBIX 3a00I€BAHUSIX MTO3BOJISIET N30EXKAaTh
CEePhE3HBIX IUATHOCTUYECKUX OLIMOOK M OCIIOKHEHMIA, BOBpE-
MsI HauaTh JICUCHUE.
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