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VicTiHHAs MOMMIUTEMHS — 3TO PEIKOe OITyXoJIeBoe 3a0oneBaHue, OTHOCSIIEECs K Ipyrme Muenonpoiudepa-
THBHBIX 3a00JIeBaHMUI1, pa3BUBAIONIEECS BCICACTBHIE MIOPAKESHUS KICTKH-TIPE/IICCTBEHHHIIEI MUEION0d3a H XapaKTe-
pusyromieecs nponudepaiyeil NPeUMyIECTBEHHO SPUTPOIUTOB. McTHHHAs MONUIUMTEMHUs OblTa BIEpBbIC ONHCaHA
B 1892 . ppaniy3ckum Bpadom Jlyn Aupu Bakesom. [Iprannel 3a0oseBanus Ha JaHHBIH MOMEHT HEM3BECTHBL. B 1mo-
JABIISIONIEM OONBIIMHCTBE CIIy4aeB OIyXOJei BBIABIIAIOTCS MyTallMH B TeHe. VICTHHHAS HOMMIUTEMHS 3aHUMAET
4-e MecTO 110 3a00J1€BA€MOCTH T10CIE XPOHUUECKOTO MUETIOUIHOTO JIeiKo3a U BCTPEUaeTCsl IPUMEPHO Y IATH YeI0BEK
Ha MHJUIMOH XXUTeNel B Bo3pacte 55-60 ser. Yarie Bcero O0ISIOT My)KUHMHBI, )KEHIMHEL, ITH OOJICIOT KpaifHe peKo.
Citydan 3a0051eBaHIs B MOJIOZOM BO3PACTe WM JIETCKOM BO3pacTe MPOTEKaroT Oojee HebmaronpusaTHo. BeposTHOCT
MIPOTrPECCHPOBAHMUS OCTPOTO JeHKo3a cocTasiseT 0,34 % B roz B HauanbHBIH HepHoz 3a001eBaHusl, Bo3pacTaet 10 1,1 %
B TOJ [IPH IJIUTENBHOCTH 3a0oseBanus 6omee 10 sieT. Y poaCTBEHHUKOB NMPEUMYIIECTBEHHO OOJIBHBIX MCTUHHOM 110~
JIUIUTEMHEH, NIHONATHIeCKUM MUETO(GHOPO30M MM ICCEHINANBHON TPOMOOIMTeMUeil BO3MOJKHA HACIIeICTBEHHAS
MPEeapacHoIoKEHHOCTh K Pa3BUTHIO 3a00/eBaHus. B cTaThe NponeMOHCTPUPOBAaH KIMHHYIECKUH CIy4ail MallueHTKH,
KoTopasi OoibHA ¢ neTcTBa. 3a00eBaHNE BIIEPBBIC OBLIO BBISBICHO MPHU IIOCTAHOBKE HA y4ET MO MOBOAY OepeMeH-
HOCTH, B aHAJIU3€ KPOBHU ObLIO 00OHAPYKEHO MOBBINICHHE reMortoonHa 10 160 r/i1. J[jist HoCTaHOBKH OKOHYATEIIBHOTO
JMarHo3a NorpeboBagach KOHCYIbTAllUs TeMaToNora, OHKOJIOra. BBIONHEH MIHPOKUH IepedyeHb NUarHOCTHIECKUX
npouenyp, QyHKIHOHAIBHBIX METOIOB 00CICIOBAHNS ¥ KOHCYIBTALUHI CIICLHAIICTOB.

KuroueBble ci1oBa: MuesonpoaudeparupHbie 3a00J1eBanns, HcTHHHAS noannutemus, JAK2V617F, remaronorus,

TpomMo603, TapreTHasi Tepanus, NPoPHIAKTHKA

TRUE POLYCYTHEMIA (ERYTHREMIA, VAQUEZ’S DISEASE)

Shamitova E.N., Yakovleva L.M., Salakhova G.R., Filippov I.Yu.
LN. Ulyanov Chuvash State University, Cheboksary, e-mail: shamitva@mail.ru

True polycythemia is a rare tumor disease belonging to the group of myeloproliferative diseases, developing as
a result of damage to the precursor cell of myelopoiesis and characterized by proliferation of mainly erythrocytes.
True polycythemia was first described in 1892 by the French physician Louis Henri Vaquez. The causes of the dis-
ease are currently unknown. In the vast majority of cases of tumors, mutations in the gene are detected. True poly-
cythemia ranks 4th in morbidity after chronic myeloid leukemia and occurs in about 5 people per million inhabitants
aged 55-60 years. Most often, men, women, and children get sick extremely rarely. Cases of the disease at a young
age or childhood are more unfavorable. The probability of progression of acute leukemia is 0.34 % per year in the
initial period of the disease. Increases to 1.1 % per year with a disease duration of more than 10 years. Relatives of
mostly patients with true polycythemia, idiopathic myelofibrosis or essential thrombocytemia may have a hereditary
predisposition the development of the disease. The article demonstrates a clinical case of a patient who has been ill
since childhood. The disease was first detected when registering for pregnancy, an increase in hemoglobin to 160g/1
was detected in the blood test. To make a final diagnosis, a consultation of a hematologist, oncologist was required. A
wide range of diagnostic procedures, functional examination methods and specialist consultations were performed.

Keywords: myeloproliferative diseases, true polycythemia, JAK2 V617F, hematology, thrombosis, targeted therapy,

prevention

Wcrunnas nomumuremus (MKB-10:D 45) —
penkoe ormyxosieBoe 3a0ojeBaHNe, OTHOCALIE-
ecsi K rpymnme OonezHedl Muenonponudepa-
THUBHOT'O IPOMCXOXACHHUS U Pa3BUBAIOILEECs
B pe3ynbTaTe MPEALIECTBYIOUINX MHEION033Y
KJICTOYHBIX MOPaKeHUH, KOTOpPBIE XapaKTepu-
3yloTCsl mponudepanueil OONBIIMHCTBA dPH-
TPOLMTOB, a TAK)KE T'PaHYJIOLUUTOB W Meraka-
PHOILIMTOB.

Hpyrue oco6eHHOCTH 3200JI€BaHUS BKIIIO-
YaroT JEWKOLUTO3, CINICHOMETaINIo, TPoM003,
KpPOBOTEUEHHE, MHUKPOIMPKYIATOPHBIE CHM-
NTOMBI, 3yJ] U PUCK JIeKeMU4eckor mim (u-
Opo3HOIi TpaHCchHOopMAaIUH.

I'en JAK2 xomupyer Oenok Jak2, oTHOCS-
LIMHCS K IpylNie BHYTPHKIETOUYHBIX (hepmeH-

TOB, TaK Ha3BIBAEMBIX JanusSTUPO3UHKHUHA3.
OTU THUPO3UHKHHA3bl HA3BaHbI M3-3a HAJIU-
Yusl B UX CTPYKTYpE ABYX AKTUBHBIX YYaCTKOB
(ITOMEHOB), WMMEIOIIUX CXONHYIO CTPYKTYpY,
HO BBHITIONHSIOMNX TTPOTHBOITOJIOXKHBIC (BYHK-
mvu. B xierkax xoctHoro mosra Jak2 cBssan
C perenTopamMu BEIIECTB, PETYAUPYIOMIUX KPO-
BETBOPEHUE U MEPEAAIOIINX CUTHAJ, HEOOXO/IHU-
MBI [ pOocTa U CO3peBaHus KJIEeTOK. B Hopme
aktuBaius Jak2 MpoMCXOMUT TOIBKO MPHU CTH-
MYyJISIIA. B HEakTHUBHOM COCTOSHHH OEJIoK
Jak2 momnmepkuBaeTCs 3a CUET B3aMMOICHCTBIS
IIceBIOKMHAa3Horo gomena JH2 u kunasHoro go-
MeHa JH1, BXOISImIuUX B €r0 CTPYKTYPY.

V 95% mnmanueHTOB ¢ MCTHHHOM ITOJHITU-
temued myrtauus VO617F Bo3HUKaeT B 30HE
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14 rena JAK?2, yTo Hapy1aeT B3auMoIeHCTBHIE
nomenoB JH1 u JH2. Jak2 Bcerma Haxomurcs
B aKTUBHOM COCTOSHHHM W TI€peJacT CHUTHAI
K JIEJIEHUIO0 TEMOIIOATHYECKUX KIIETOK B OT-
CYTCTBHE CTUMYIILIMU perienTopa. B pesyms-
TaTe 4ero HaOIIOMAeTCs YBEIUUICHHUE MPOTyK-
LMW KJICTOK KPOBH, TaKUX KaK 3PUTPOIUTOB,
TPOMOOITUTOB M TPaHYJIOIUTOB, HO MPEUMY-
[IECTBEHHO TIOBBIIIACTCS MPOMYKIUS HMEH-
HO DPHUTPOIIUTOB.

B 3-5% cny4aeB 3aboneBaeMOCTH TIO-
JIUIIUTEMUCH BBISBIISIOTCS MYyTal[dM B 30HE
12 rena JAK2 (a MMEHHO aMHHOKHCIIOTHbIE
OCTaTKU B ToJiokeHuU 537542 Genka Jak2).
DT crmydam XapaKTepH3YIOTCS TIOBBIIICH-
HBIM 00pa30BaHWEM B KOCTHOM MO3T€ TOJBKO
spurpounToB. Takke OMUCAHBI PEAKUE CIy-
Yau WCTUHHOW MOJMIUTEMUN 0e3 MyTaruit
B rene JAK?2.

Wctunnas nonuuutemMus Obula BIEp-
BBIe omucaHa (hpaHIy3cKuM TepareBToM Jlyn
Anpu Bake3om (Louis Henri Vaquez) B 1892 1.
B 1967 1. 6p11a Oprann3oBaHa UCCIICIOBATEIb-
CKas TPyIIa M0 M3YYCHHIO MCTUHHOW ITOJIH-
uuremun PVSG (Polycythemia Vera Study
Group), Lenpl0 TpyHmbl crajia pa3paboTka
TTOJTXOJIOB K TUATHOCTHKE H JISISHHUIO OITYXOITH.

Wctnanas momumuremus (MII) — sto 3a-
OoeBaHrEe B3pPOCIBIX, YaIlle BCETO MOXKHIIBIX
JIIOZICH, HO TaK)Ke BCTPEYACTCS y TOAPOCTKOB
u aetei. VcTuHHaAs TOJIMIMTEMHS 3aHMMAET
4-e MecTO 1O 3200JIEBACMOCTH TOCIIE XPOHHU-
YECKOTO MHUEIIOMTHOTO JIEWKO3a M BCTPEUASTCS
MIPUMEPHO Y TISATH Y€JI0BEK Ha MUIIIHOH JKHATe-
ne#t B Bo3pacre 55-60 net. Yame Bcero Ooire-
FOT MYXYUHBI, )KCHIIUHBI; JETH OOJCIOT Kpai-
He penko. Cnyyau 3a00JeBaHHMS B MOJIOIOM
BO3pacTe WM JCTCKOM BO3PacTe IMPOTEKAIOT
Oonee HeOmarompusiTHO. Mopdonorus KocT-
HOTO MO3Ta OCTaeTCs TNIABHOW B JMAarHOCTUKE
3aboneanns. [Ipn UI1 Hanbonee BakHO WHC-
KJIIOUUTh BO3MOKHOCTh Tpe(UOpO3HOro Mue-
no¢ubpoza. BepoaTHOCTE porpeccupoBaHuUs
ocTporo uneiiko3a coctaBusier 0,34% B rofg
B Ha4aNbHBIN Meproj 3aboiieBaHus, BO3pacTa-
et 1o 1,1% B rox npu muTeapbHOCTH 3a00e-
BaHus O6onee 10 et [1-3].

Iens uccnemoBanus — MPOAHATU3UPOBATH
[0 COBPEMEHHBIM JaHHBIM KOPPEISIIUOHHYIO
3aBUCHMOCTh MEXJy BO3pPacTOM IalUEHTOB,
JUTATETPHOCTBIO TeUeHus: 3aboneBaHus, (-
(heKTUBHOCTBIO JIe4eHUsI y OONBHBIX HCTHH-
HOW MOJUUUTEMHUEN M YaCTOTOM pa3BUTHUA
Y HUX OCJIOKHEHUM.

MarepuaJbl 1 METOABI HCCIETOBAHUS

B 0030pe nuTepaTypsl aHaTH3UPYIOTCS CO-
BPEMEHHBIE POCCHUIICKHE U 3apyOekHbIe (HC-
KITFOUUTEIBHO Ha AHITIMHACKOM SI3bIKE) HAYYHBIC
CTaTh¥, UMEIOIINE OTHOIICHHE K TeMe 0030pa
W TIpeICTaBlieHHbIe B 0a3ax JaHHBIX eLibrary,

PubMed, Scopus u B Hay4yHOH 3JIE€KTPOHHOMH
oubnmuoreke KubepJlennnka (Cyberleninka).
Bei1  w3ydeH WHAMBUAYaJbHBIA KIMHHYE-
CKHUH CciTy4ai.

Knunuueckas kapmuna spumpemuu

Benymyio ponp B maroreHe3e MOIHIIUTE-
MHH UTpaeT yCUJIEHHE IpoIiecca 3pUTPOIoI3a,
YTO BBI3BIBAET INIABHOE M3MEHEHHE — 3PUTPO-
UTO3. MI3MEHSAI0TCS peoornueckie CBOMCTBA,
CBEPTHIBAEMOCTH KPOBH, TIOSIBIISIETCS] MUEIIOH/I-
Hasi METaIUIa3usl CeJIe3eHKH 1 TiedeHn. Bricokas
BSI3KOCTH KPOBHU MPUBOAMT K TPOMOO3Y COCY/IOB,
a B TIOCJIEIYIOIIEM MOXET IMPUBECTH K THITOK-
cuM TKaHel. B koHile 3a0osieBaHMs MOXET Ha-
OnroNaThCsl HEOCTATOYHOCTh KPOBETBOPEHUS,
YTO MPUBOIUT K (GUOPO3y KOCTHOTO MO3Ta.

[TepBUuHBIA HACIEICTBEHHBIH TPOMOOITH-
TO3 MOXKET OBITh BBI3BaH MYyTAIlMsIMH B TeHaX,
KOJTUPYIOIIUX KIIOYEBBIC PETYISATOPHI TPOM-
Oomo33a, T.e. TpomOonodtun (THPO) u ero
peuentop c-MPL (MPL) nnu >ddekropryto
kuHa3y perentopa Januskinase2 (J4K2) [4-6].

[Ipu momuiuTeMun HAOMIONAIOTCS TaKWe
CHUMIITOMBI, KaK M3MEHEHHE IIBeTa KOXKH, OHA
npuobOpeTaeT BUIHEBO-KPAacHBIH IBET, 0CO-
OeHHO crenuduyeckas OKpacka MpOsIBISIET-
Csl HA OTKPBITHIX Y4YacTKax Teja — JuIle, Iee,
pykax. SI3bIKk ¥ TYOBI CHHE-KpacHbIC, KOHBIOH-
KTMBa IJa3 THrepeMupoBaHa. OTMmeyaroTcs
KOXXHBI 3y, HapYIIEHUS MO3TOBOTO KpPOBO-
oOparleHusi, KOTOpbIEe MPOSBISAIOTCS YacThI-
MU TOJIOBHBIMHU OOJISIMH, OUIYIICHUSMU 3BOHA
B yIIaX, TOJOBOKPYKCHUSIMU, HApPYIICHUIMHU
3peHusl, TPAaH3UTOPHBIMU UIIIEMHYECKUMU aTa-
KaMd. YCKOpSIeTCSI pa3BUTHE aTepOCKiIepo3a
1 TpoM0O3a COCYHOB, KOTOPBIE MOTYT IIpH-
BECTH K TPOMOO3y BOPOTHOW BEHBI ICUCHU,
MHCYJIBTY, UH(PAPKTy MHOKapJa, MOPaKEHUSIM
nepugepuuecKrux CoCcya0B, TOKCHUECKOI U Te-
YEHOYHOU JHIe(aI0NaTHy; MOSBISIOTCS KPO-
BoTeueHus (HocoBwie, u3 JKKT); HabmomgaeTcs
cruieHoMeranas [7-9].

B kadecTtBe HamisigHOrO mpuMepa pac-
CMOTPUM OJHO U3 OCJIOXKHEHUH, KOTOpOeE
HaunOoJjee yalie IpOosBISIETCS PH 3TOM 3a00-
JIEBaHUHM — TPOMOO3 BOPOTHOI BEHBI IEUYCHH.
YacTto, 9T0OBI YMEHBIIATH PUCK KPOBOTEUEHUS
U3 3TUX BEH, MEXJY HIDKHEH MOJIOW BEHOU
U CUCTEMOW BOPOTHOW BEHBI MEUEHHU yCTaHAB-
JTUBAIOT IIYHTHI, 3TO ETAeTCs I CHUXKCHUS
JaBJICHUs U pucka KkpoBoreueHus [10-12]. On-
HaKo B pe3ylibTaTe 4acTb KPOBH, KOTOpas Oe-
peTcs U3 KUIIEYHNKA, He TOMAagaeT B CUCTEMY
BOPOTHOM BEHBI 1 HE OYHUINAETCS OT MPOTYKTOB
JKUBHENICATEIPHOCTH KHUIIIEYHBIX BO30yIUTe-
nei. K Takum mpogyKkTaMm OTHOCUTCS aMMHAK,
KOTOpBIH WMIpaeT JOCTAaTOYHO BECOMYIO pOJb
B TaTOT€HE3e TOKCHYECKOW SHIe(aronaruy,
KOoTOpasi pa3BuBaeTcsi Ha (hoHe NEeUYeHOTHOM
HemoctarodnocTH [13—-15].

MEXYHAPOJHBIN KYPHAJI TTIPUKJIA THBIX
1 ®YHIAMEHTAJIBHBIX NCCJIEJJOBAHUN Nell, 2022
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IlanpenTaM ¢ HMCTHUHHON IOJHUIIUTEMHUEHN
TpeOyercst ¢nedoToMusi, KOTOpas MPOBOAMT-
Csl ISl TIOAJIep)KaHUs TeMaTOKpUTa Ha YpPOB-
He Huxe 45 %, 1 Ha3HauaeTcs aclUpUH OJUH
WU JBa pa3a B neHb (81 Mr), eciam HET mpo-
TUBOIOKA3aHUI K JIaHHOMY JIEKaPCTBEHHOMY
cpeactBy. HazHauaeTcst KpoBoImyckaHue B 00b-
eme 200-500 M ¢ yactoTol 2—3 pa3a B 7 qHE
C TOCJIEYIONMUM BOCITOTHEHHEM YIaJIeHHOTO
o0beMa KpoBU KpoBezaMeHHUTensMu. Hampu-
Mep, K TaKUM IpernaparaM oTHocuTcs: JKema-
THUHOJIb, Peonomurmtokun, Ilonurmokua, Ma-
Kpozmekc. Taxke MPOBOAUTCS dIeKTpodopes
(mpouenypa adepesa, Ipu KOTOPOU IPUTPOLIU-
THI OT/JIENAIOTCS OT IENBbHOM KpoBH) [16—18].

[Ipenmaparom TiepBOM JIMHWHM BEIOOpA
JUTS MHUEJNOCYTIPECCUBHON Tepanuy LUTOCTa-
THUKaMH, SIBJISICTCSI THIPOKCUMOYCBHHA, a TIpe-
naparaMd BTOPOW JIMHHU BBIOOpaA SIBIISIOTCS
uHTepdepoH-o u Oycynabdan. He pexomenmay-
€TCs JICYCHHE PYKCOIYTUHHUOOM TIPH TIOJIUIIE-
TEMHUH, 32 WCKIIOUEHHEM CIIy9YaeB HATHYUS
BBIP@XCHHOTO M 3aTSDKHOTO 3y/a WIIM BBIpa-
KEHHOW CIUICHOMETallii, HE pearupyrouei
Ha BBILIEYNOMSHYThIE npenaparsl [19-21].

WNuorna nmpoBomar ¢GpocopHyro JIy4eBYyrO
Tepanuto. J{ist Hopmanuzauu o0IIero cocTos-
HUS KPOBH O] KOHTPOJIEM KOAryJI0rpaMMBbI Ha-
3HAYAI0T AaHTUKOATYIIAHT MPSMOTO ITEHCTBUS —
rerapuH,  aleTWICAJHWIWIOBYI0  KHUCIIOTY,
JTUIHPUAAMOIT; IPH KPOBOTCUCHHUSX TTOKA3aHbI
MEepeIuBaHusT TPOMOOIUTOB; IPH YpPaTHOM
JMarese MoKa3aHo HazHaueHHe allyIoypruHOTIa
[22-24]. LuTopenyKTHUBHasl Tepamnusi HE SB-
nsieTcsl 00sI3aTelNbHON y TMAIMeHTOB CpEeIHe-
ro pucka (Bospact > 60 met, 6e3 MyTaIuu
JAK?2 u 6e3 TpoM0O03a B aHaMHE3€), U MOIXO0]T
K JICUCHHIO B TAKUX CIIy4asiX JIOJKCH ObITh MH-
JUBUIYaU3UpOBaH [25, 26].

B naHHOlM cTarhe MNpeACTaBlIE€HO oOluca-
HUE KIMHUIECKOTO CIIydasi 00JbHON HCTUHHOMN
MOJTUIIUTEMHUeEH, KoTopasi 0ojeeT C JeTcTBa.
Ha ¢one ocroBHOrO 3a0071€Banus y OOMBHOIM
JIMarHOCTHPOBaH TPOMOO3 BOPOTHOW BEHBI
¢ mocnenyromuM (HOpMUPOBAHUEM ME3CHTE-
PHANBHO-TIONIOCTHOTO aHACTOMO3a W Pa3BH-
JIach TMEYEHOYHAs SHIIEe(aIomaTHs.

Knunuueckuii cnyuati

BonbHas A., 60 neT, Haxonuiach Ha oOIIeH
MPO(UIAKTHYSCKON JTUATHOCTHKE W JICUCHUU
B OTACIICHUU TEeMAaTOJOTHUH U XUMHUOTEpaIuu
PecryOnukaHckol KITMHUYECKOW OOTHHUIIBI
¢ Xao0aMH Ha CHCTEMATHYECKUE TOJIOBHBIE
00JIM, TPEHMYIISCTBEHHO IMPOSBIISIOIIHECS
B 3aTBUJIOYHON 00JIACTH, TOJIOBOKPYKEHHUE, TI0-
KpacHEHHUE JINIIA, PYK, CIa00CTh, OMBIIIKY, 3a-
TPYAHEHHE COBEPIICHUS MEJNKUX JBIKCHUU,
HEYCTOWYHBOCTh, CHCTEMATUYECKYIH) OECCOH-
HUILY, OECITOKOHCTBO U Tpemop pyk. U3 ucto-
puu OOJIE3HHW YCTAHOBJICHO, YTO IITUTEIIEHOE

BpEMs CTpaJiaeT apTepUaJIbHON TUIIEPTEH3UEN,
caxapHbM n1uabetom Il Tuma.

HUcmopus 6onesnu. bonbHa C  neTcTBa.
[Ipu mocTanoBKke Ha y4ET 1O MMOBOAY OepeMeH-
HOCTH B aHAJIN3¢ KPOBH OBIJI0 OOHAPYKEHO T10-
BbIIIIeHUE reMorioouna 70 160 r/i1. Beina mpo-
KOHCYJIETUPOBaHA TeMarojioroM. BricTaBieH
JIMArHO3 — HACJEICTBEHHBIN spuTponuTo3. Ha-
OmomaeTcs remaronorom 1-2 pasa B 1-2 rona,
MPUHAMAET JIe3arperaHThl, KPOBOITYCKaHUS
1-3 pa3a B 2 roma. B 2005 r. omepupoBana
10 TIOBOAY TpoM003a reMOppOUIaTbHBIX BEH.
B 2006 r. rocnuTanu3upoBaHa B TOPOACKYIO
KIIMHUYECKYI0 OONBHUIY B TPaBMAaTOJOTHYE-
CKO€ OTJ/IeJIEHHE TI0 TIOBONY IIepesioMa JIEBOM
TOJICHH, TIIe y Hee ObUTa pBOTa KOQEHHOH Ty-
e, Tpu JOMOTHUTEIFHOM O0CIeIOBAaHUN
oOHapyKEHBI PaCIIMpPEHHbIC BEHBI MUIEBO/A,
MocJie 4ero ObUIO PEIICHO YCTaHOBHUTH 30H]]
bmkmopa. Ilpu yneTpa3sBykOBOM HCCIENO-
BaHWUU OPTraHOB OPIOIIHOW TIOJIOCTH BHISBIIC-
Hbl yBEIIMYCHHUE CENIe3eHKH W TPOMOO3 BO-
poTHOH BeHBI. Ha koHCcHImyMme Bpaueil OBLIO
MPUHATO PEIICHHE O MPOBEICHUHU OIepaIiuu
M0 YCTaHOBKE OpbDKECUHO-KaBaJIbHOTO IIYH-
Ta. B mokazarensix KpoBU OTMEUEH 3PUTPOLIU-
TO3, TPOMOOIIMTO3, TOBHIIIEHNE TeMOTIIOONHA
mo 170 r/n. Ha ocHOBaHMYM 3THX TOKa3aTeneit
KpPOBM M TPOU3OUIEANINX B HEH H3MEHEHUMU
OonbHas Oblia HalpaBlieHa Ha OUOTICHIO KOCT-
HOTO MO3Ta ¢ TpemaHalueu, Mo pe3ylibTaram
KOTOpOW OBUT yCTAaHOBJICH OKOHYATEIHHBIN
marHo3 3a0oiieBaHUs MHeEJONpoH(epaTruB-
HOTO TE€He3a.

[Ipenpiaymas rocnuTalu3anys B OTHE-
JICHUM TEeMaToJOTUM W Xumuorepanuu bY
«PKb» ¢ 30.01.2018 mo 14.02.2018 — mpo-
BOAMJIOCH KPOBOIYCKAHHME TOJ MNPUKPHITHEM
aHTUKOATYJISHTHOHN Tepanuu. locnuranmusupo-
BaHa B CBS3U C BBIPAKEHHBIM IETOPUIECKUM
cuaapomomM. 30.06.2021, maxomsce y cels
JIOMa, IMOYYBCTBOBaa CJIa0OCTh B MPABOM I10-
JIOBMHE TeNa. 3a MOMOIIbI0 B MEAMIIMHCKOE
yupexeHrue He oOpamanack. Yepe3 nBa THS
HEBPOJIOTHYECKAN  ACPUINT  yMEHBIIHJICS,
HO JUCKOMGOPT MPH METKUX JBHKCHUIX
BcE ke coxpansuica. Ilocne aToro anu3ozna cra-
Jla OCCIIOKOMTH €)KEJHEBHAs TOJIOBHAs OOJIb,
MPEUMYIIECTBEHHO B 3aThUIOYHOW 00NacTH,
CaMOCTOSATENIbHO TNPUHHMMANIAa HECTEPOUIHBIC
MIPOTHBOBOCTIAIUTENBHEIE MTPETIaparhl.

Anammnes srcuznu. TlanmeHnTka pociia u pas-
BHBAJIACh COOTBETCTBEHHO CBOEMY BO3PAacCTy.
IlepeHeceHHbie 3a00JeBaHMS: OCTPOE PECIIH-
paropHoe 3a0osieBaHue 2—3 pa3a B rojl, aHTH-
HBI B JICTCTBE, CaxapHBIA nuaber 2 Tuma, s3-
BeHHas 00JIe3Hb BEHAAIATHIIEPCTHOMN KHIIKH,
MEepeJIoM IMPaBOTo JOKTEBOTO CyCcTaBa, yiale-
HHAC TEMOPPOMIAIBHBIX Y3JI0B, aNeHIIKTO-
MHS, MHOMa MAaTK{, HAJIOKCHHE ME3eHTepU-
KO-KaBaJIbHOTO IIIYHTA. bBBITOBBIE YCIOBHS:
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YAOBIETBOPUTEIbHBIE. TpyroBOH aHaMHe3:
[IEHCHOHEP, B OTKPHITUU OONBHUYHOTO JIHMCTA
He HyXkaaercs. HacnencTBeHHOCTB: OTsATOIIe-
Ha (y cecTpbl — HacJeICTBEHHBIH S)PUTPOIINTO3,
CaxapHbBI nmuabeT). ONMUAESMUOIOTHYECKII
aHaMHEe3: OTXOXJEHHE TeIbMHHTOB OTpHIla-
€T, KOHTaKT ¢ WH(QHUIUPOBAHHBIMH OOJBHBI-
MU OTpHIAET. AJJIEProJIOrHyecKuil aHaMHe3:
HAJIMYUE TIOBBIIIEHHOW YYBCTBUTEIBHOCTH
K HOBOKaWHy 1O THITy oTeka KBHHKe, mepcTi
KOIIEK — B BHJE TOSIBICHUS 3YISAIIECH CHIITH
Ha IIee, JIMIE, XHUBOTE. TpaHc(y3HOHHBIH
aHaMHe3: TPEeXKpaTHOe MepeIrBaHHE KOMIIO-
HEHTOB KpPOBM IO IMOBOAY MAaTOYHOI'O KpPOBO-
TedeHus. Peaknuii He Obimo. Papmakonoru-
yeckuil anamHe3: 3uit, Merdopmun, ["anByc.
[Ipuem HapKOTHYECKHX, OPYTUX IICHXOTPOII-
HBIX U CHJIbBHOJCHCTBYIOIINX JIEKAPCTBEHHBIX
CPEeICTB — oTpullaeT. BpenHble MpUBBIUKU: Ky-
puna mo 5 curaper B JIeHb, 2 IOfla HE KypHT.
Ha gucmancepHoM y4é€re COCTOMT IO TIOBOIY
HACJIEICTBEHHOTO JPUTPOIUTO3a, CaXapHOTO
nunaoeta 2 tuna. b-10, P-1, A-8, B-2. Menomna-
y3a ¢ 52 net. TsaKecTb COCTOSHUS: YMEPEHHO
yaoenerBoputenabHoe. OObektuBHO: Co3Ha-
Hue: sacHoe. [lonoxxenue: aktuBHoe. KoxxHble
MOKPOBBL: HOPMAaJbHOH  (DHU3HOIOTHIECKOM
OKpPAacKH, yMEPEHHO BiaKHBIE. JINIIO KpacHOe.
Kuctn sipko-MammHOBOTO 1BETa C ITHAHOTHY-
HBIM OTTEHKOM. Buammble cim3ucTeie Tumepe-
MHUpPOBaHHbBIE, CKJIEpPbI HHBELIUPOBAHEbL. Tenoco-
JKEHHUE: TUMEPTOHUYECKOTO TUIIA, MOBBIIIEHHOE
nutanue (MHAeKC Macchl Tena 33). Ha Oprom-
HOM CTEHKE IIOCIEONEePallMOHHBIA PyOerl.
Temmeparypa tenma 36,6 C. Jlmmdarmdeckue
y376 He majbnupyorca. OpraHbl JbIXaHUS:
B JIETKUX BBICIYIINBAETCS] HOPMAJIBLHOE BE3U-
KyJSIpHOE JbIXaHUE, HaJl TOBEPXHOCTBIO TPY-
HOH KJIETKU XpUIIBI HE BhICHyIuBatoTcs, Y111
18 B MuH. JlpIxaHne CBOOOMHOE HYepe3 HOC,
B aKTe JBIXaHUS Y4YacTBYIOT 00€ IOJIOBHHEI
IrpyHON KileTkH. Ha MOMEHT 0cMOTpa OJbIII-
ki He HaOmromaercsi. CepaedHoO-cocyaucTas
CUCTEMa: TOHBI CEPACUHOM NEATENBHOCTH NPH-
miymeHsl, putMuudsl, YCC 70 yn/mun, AJl
130/70 MM pt. cT. Opradsl TUIICBAPESHAS: all-
METUT XOPOIIHM. SA3bIK BIAXKHBIM, MaJIMHOBOU
OKpack#, O0OJOKeH OeecoBaThIM HAJETOM.
Cryn caMOCTOSITENbHBIN, CKJIOHHOCTD K 3arlo-
pam. MouenonoBasg cUCTEMa: MOYEHUCIYCKa-
HUE CaMOCTOSTENFHOE, aleKBaTHOE, TU3ypH-
YeCKUX ABIICHUH He HabOmromaercs. CumMmToM
[TacTepHarkoro ¢ 06enx CTOPOH OTPHIIATENb-
Helii. HaOmromarorcsd 3HAYMUTENLHBIE OTEKH
HWKHHUX KOHeuHocTel. HeBponoruueckuii cra-
TyC: YpOBEHb CO3HaHUs — sicHbIH. KoHTakTHa,
MPaBIWJIFHO OPHEHTHUPOBaHA B MPOCTPAHCTBE
1 BO BpeMeHH. CaMOCTOSITEIbHO BBITIONHSET
BCE PEKOMEHJAINH, MPAaBHIBLHO W aJEKBaTHO
OTBEYAeT Ha BOMPOCHI. MeHHHTrealbHbIe 3Ha-
KM OTCYTCTBYIOT. 3pauku OD = OS, cyxeHsl,

¢doTopeakuusi a3 COXpaHEHA, JBU)KEHUS
IVIa3HBIX 0JIOK HE orpaHuyeHbl. [IpucyTcTBy-
eT MUCKOM(OPT TpH B3TIsAAe Brpaso. JIuio
HECKOJIbKO aCHMMETPUYHO crpaBa. SI3BIK
1o cpenHeit iuHuu. Peub B HOpMeE, HapylLIeHHe
IoTaHusl He HaoOmromaercs. OTpHUIaTeNbHBIH
MHUOKJIOHYC IIpaBoii pyku (actepukcuc). Cyxo-
XuibHbIe pedexcsl D > S, cHMKeHBI ¢ roe-
Hell. [laTonorndeckux MpU3HAKOB CO CTOPOHBI
CTON HE BBIABISIIOT. | eMUTHIIECTE3Us CIIpaBa.
B monmoxkennu Pombepra Habmiomaercs BhIpa-
KEHHOe romarsiBaHue. OyHKIINHN Ta30BbIX Op-
raHoOB HE HapyleHbl. KOTHUTUBHBIC QYHKIIUU
o mkaine MoCA — 18 6amios.

Ilnan obcnedosanus: OOLIEKINHUYECKHUE,
OMOXMMHYECKHE aHaIHM3bl, Koaryjorpamma,
MpOTeHMHOTpamMMa, (DYHKIIMOHAIBHBIE METO-
IIbl KICCITEZIOBAHMSI.

Ilnan neuenus: pe3arperaHTHasi, aHTUKO-
arynaTHas Tepanus, SKc(py3uoHHas Teparms,
aHTUOAKTepHUallbHAs Tepanus, TIIaTeIbHO
cOamaHcupoBaHHas AWETa, Ha3HaYEHHUE TIPO-
OMOTHKOB.

Puck TpoM603MO0IHYECKIX OCIOKHEHH:
BBICOKUU. COMYyTCTBYIOIINI MUArHO3: S3BEH-
Hasi 00JIe3Hb IBCHAIATUIIEPCTHON KUK BHE
oboctpenus. CaxapHblii Auadet 2 Tuma, cpen-
Hel CTeNeHH TSHKECTH, CyOKOMITeHCAITHSI.

B o6mem ananmse xkposu ot 30.06.2021:
MOBBIIIEHUE YPOBHS dpUTporuToB 6,8%1012/1
(4,0-5,0), remornobuna 195 r/m (120-150),
rmokasareyd JieHKkouuTapHod QopMmynsl B
npenenax pedepeHTHBIX 3HaueHuu. [lo pe-
3yapTaraM OMOXMMHYECKOTO aHalli3a KpPOBHU
ot 3 0.06.2021 oTmedaeTcsi OBBIIIEHHOE CO-
JepkaHue (EpMEHTOB IEUCHU: alaHUHAMU-
HOTpaHc(epasbl, acnapTaTaMHHOTpaHC(epa-
3bl. Takke yBeNTUUMIOCH COACpIKaHUE Kalus,
HaTpUs, KallblUsd HOHWU3WPOBAHHOTO, TPHUH-
ONTUPOHWHA OOIIEro, THPEOTPOITHOTO TOp-
MOHa, Menu, Mmapranma. Koarymorpamma ot
30.06.2021 6e3 OTKJIOHEHHI OT HOPMAaJIbHBIX
3HaueHni. MccnenoBanue mouu: 30.06.2021:
KonnuectBo 100 miI; IBET: CBETIIO-)KCIITHIMH,
npo3pauHas. YaenbHelid Bec: 1008, Oemox —
oTpuIl., caxap — orpuil. D-muMep skcmpecc
30.06.2021: 0,431 ar/mun (0-0,7). Dmaekrpo-
kapauorpadus ot 30.06.2021: 3axmodyeHwue:
YacroTa cepaeuHbIx cokpaieHuit 70 ya/mMuH,
MPU3HAKA paHHEH penoispu3alud B MHO-
Kapje, HeMmoiHas ON0Kaja TPaBOd HOXKKHU
I'mca. Dxokapmmorpadus ot 1.07.2021. 3a-
KIIIOUCHHE: TIPU3HAKH aTepoCKIepo3a aopThl,
YIUIOTHEHHE KOJbIla U CTBOPOK AOpPTaNbHOTO
KJanaHa. YIUIOTHEHHE MUTPAJIbHOTO KianaHa
¢ peryprurauueii 1 crenesu.

330¢aroractponyonenockomnus ot 1.07.2021.
3axmrouenne: S3Ba, pyOoBo-s3BeHHas nedop-
MaIusl JIyKOBHUIIBI JBEHAIIATUIIEPCTHON KHIII-
ku 3 ctaauu. XpoHuueckuil ractput. Kanau-
103 nuuiesoaa 1 creneHu.
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Koncyneramust odraneMosora: TrUmepro-
HUYECKasl aHTUOINATHUsl CeTYaTKu Imas3a. BHy-
TpuuepenHoil runepreH3uu HeT. KoHcynbra-
OHsg Bpada OOIIeH NPAaKTHKH: 3a0oJIeBaHUE
MuenonponrdepaTuBHOTO reHe3a, HopTalbHas
runepreHsus. HanokeH Ned4eHOUHbI aHacTo-
mo3 B 2006 r. IlocneacTBust HIIEMHUYECKOTO
nHcynbTa B 2019 1. JlymiiekcHoe ckaHUpOBaHUE
MarucTpalbHbIX apTEpU TOJIOBHOIO MO3Tra:
BBISIBJIEHBl aTEPOCKIEPOTUYECKUE MPOSBIIEC-
HUS B YCThE MPABOM MOAKIIOUUYHONU apTepUH.
Iemonmaamuueckas aedopmanus xona JeBoit
II03BOHOYHOM apTEPUH B IIEHHOM CETMEHTE.

MPT romosaoro wmosra: McciaenoBanue
MIPOBOJIMIIOCH B OOJIACTH TPYAHBIX CETMEHTOB
U B aKCUaJIbHOH, KOPOHApHOM, CaruTTalIb-
HOU 1IockocTsX. [lo cpaBHEHUIO ¢ HccCeno-
BaHUSAMHU TMPEABIAYIIUX JIET ONPEAEISIOTCS
middysHple o0macTH W3MEHEHHs CHTrHajla
MP-curnana; B pexxumax T2 u T2 Genoro Be-
mecTBa 000OMX TONYIIAPHA TOJIOBHOTO MO3Ta
HaOmomaeTcss HeOombimoe muddysHoe ycu-
JIeHNe WHTEHCHUBHOCTH curHama. Ompene-
JIAIOTCS  TIEPUBACKYIIAPHBIE TNPOCTPAHCTBA,
BHYTpPEHHEE IPOCTPAaHCTBO HE H3MEHWJIOCH.
Crpykrypa rumnodusa OAHOPOAHAS, KOHTYDEI
YETKUE, Pa3MEpPbl TaKXe B MpeAesiax HOPMBL,
BOpOHKa Tumnodu3a no cpenHen muann. JKemy-
JIOYKH TOJOBHOIO MO3ra UMEIOT HOPMaJbHYIO
¢opmy u pasmepsl. OcTanbHble YacTd, CO-
JeprKalye JUKBOp, MOANAAaioT Mo BO3pacT-
Hoii nens. Kpanmo-BepreOpanbHbIl mepexon
0e3 BuAMMBIX narosnoruii. C y4eToM TaBHOCTH
YW WCTOpWHU 3a00JNIeBaHMs, JaHHBIX (PYyHKIHO-
HaJBHBIX U Ja00paTOPHBIX MCCIEIOBAHHNA TI0-
CTaBJICH OKOHYATEIbHBIIM JUarno3: sHmedao-
MaTHsI CMEIIaHHOTO MTPOUCXOXKICHUSI.

B nepuon rocnuTanuzanuu NpoBOAMIACH
HelipoMeTabonuyecKkas,  aHTHOKCHIAHTHA,
ceJaTuBHAsl, JE3UHTOKCUKALMOHHAS U renaTo-
npoTtexTopHas tepamnus. [locne nedenus 60b-
Has BBIITUCAHA JOMOW B YJOBJIETBOPUTEIHLHOM
cocTosHMH. B xone yedeHus ctabuiIn3upoBa-
HO apTepuanbHOE NaBlICHHE, YIy4IIeHO 00-
LI€E COCTOSIHUE, YMEHBIICHBI OTEKH HIKHUX
KOHEYHOCTEH, yMEHbIIEHa BeCTHOYISIpHAsS
CUMIITOMAaTHKa

3akiaoueHue

[Iporuo3 ajist 00JIbHBIX HCTUHHOW TOJIMIIN-
TEMHEH TOCTATOUYHO OJIarOMpPUATHBIN: TIPOIOJ-
JKHUTEJILHOCTD JKU3HM cocTaBisieT 20 JIeT, He-
penko 6oxee 20 set. Ho neTanbHOCTH Ha 3Tare
JUArHOCTUKHU OCTAETCs OYEHb BHICOKOU. TpoM-
OOTHYECKHE OCIIOKHEHUS SBIITIOTCS BEMyICi
MIPUIMHONW CMEPTHOCTH OOJBITMHCTBA OOJb-
HbIX. [Ipy JyIMTENBEHOM JaBHOCTH 3a00JICBaHUS
BO3pacTaeT PUCK IPOTrPECCHPOBAHUS 3a00IeBa-
HUS, B PE3YJbTATE YEr0 BO3HUKACT BTOPUUHBII
MHUEJIOJUCIUIACTUYECKUI CHHIIPOM, OCTPBII
JICHKO3 WMJIM ITOCTHCTUHHAS TTOJTUITATECMMUS.

Ha cerommsminuii eHbp He OBUIO IOKa3a-
HO, YTO JICKAPCTBEHHAsl Tepamus yaydllacT
BBDKMBAaEMOCTh WJIM TIPENOTBpAllaeT JieH-
KeMHYECKy0/(UOpO3HYI0  TpaHChOpMAaIHIO
P TIOJUITUTEMHUH; TIO9TOMY OCHOBHAs Tepa-
WS B TIEPBYIO OUepeIb HAIpaBJICHA Ha IPO-
¢unakTKy TpoM0030B cocynoB. [lo mannoi
MIPUYWHE MMAMEHTHI C HU3KUM PUCKOM 3a00I1e-
BAa€MOCTH IIOJTyYaOT TOJIBKO aCITUPUH U aHTH-
TPOMOOITUTAPHYIO TEPAIHIO WIH HaOIIONCHUE,
B TO BpeMs KaK IMTOPEIYKITMOHHAS TEparus
MpenHa3HaueHa IJIs TAIlUeHTOB C BBICOKUM
puckoM. DPEeKTUBHOCTL OCHOBHOM Teparuu
cocraBiaeT 14,5-71%. IlanmueHTBI HMEIOT
OTpaHUYEHHBIE BOZMOYXHOCTH TI0 OTHOIICHHIO
TepaIruy, © MHOTHE U3 HUX BBIHYXIEHBI IIPO-
JOJDKATh HEKOPPEKTHOE JIedeHHE ¢ MOOOYHBI-
mu 3pdexramu. CtapToM i UCCICIOBAHUS
CTaJIO OTKpBITHE MyTaluu resa JAK?2.

B nacTosmiee BpeMsi TOCTaTOYHO LIUPOKO
MIPOBOJIATCS KIIMHUYECKUE UCITBITAHUS HAJl HH-
ruouropamu JAK?2. Uccnenyrores nmpenmyiie-
CTBa WHTHOHWTOPOB T'eHA, KOTOPHIC HCIONB3Y-
I0TCS B JJedeHuu. 1 B Xo/e dTUX UCCIIeOBaHUM
OBLIH MOJTyYEHBI BECOMBIE PE3YJIbTaThI B Jicue-
HUU 3TOTrO 3a0oneBanus. K Takum npenaparam
MOXKHO OTHecTH Pykconmntunu®. JlaHHbIN Tipe-
mapar SBJSETCS OJHUM M3 OCHOBHBIX HHTHOU-
TopoB JAK?2, KOTOpEIil OBIT 3apeTrUCTpUPOBaH
B Poccuiickoii @enepanuu 11 J€4eHUs Nalu-
€HTOB. DTH HCCICIOBaHUS OyIyT HAIPaBJICHI
Ha M3y4Y€HHUE TAPTETHHIX IPEMapaToB, a TAKKe
Ha CpaBHEHHUE HOBBIX METOJIOB JICUCHUS.
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