IMOHHBIN TepaneBTUYeCcKni nopTan
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Kaunnuyeckuid ciaydaid Ne 37
Hapyuenue M03roBoro KpoBooopaiueHus y
manuenTa ¢ moaunuuremMmuen. D45



ITanueHr A., 61 roga

* TIOCTYNWJI B HEBPOJIOTUUECKOE
oraesieaue PI'bY «HMMULL TIIM»
Mun3sapasa Poccun
2KanoOkbl Ha omnyiieHue cjaadoCTH B
JIEBBIX BEPXHEW U HUKHEU
KOHEYHOCTSX, IIIATKOCTh MOXOIKH

HUcrounuk: https://www.google.com/url?sa=i&url=https%3A%2F%2Fdoctor-
pm.gnicpm.ru%?2Fplatform%2Fabout%2F&psig=AOvVaw2VB2310JVON98pSISN6Vhs&ust=1685975673559000&source=images&cd=vfe&v
ed=0CBMQjhxgFwoTCIChoP3qqf8CFQAAAAAJAAAAABAD



Maprt 2019 1. : snu3oas! nopsimeHus AJl o 170/90 mMm pr.cT.,
* 00paTuiCs K Bpady IO MECTY JKHTCIbCTBA, Ha3HAUCH IHajdanpua (5 mr/cyr)
13 mrons 2019 1.: onrymieHue c1ab0CTH B JIEBBIX KOHEYHOCTSIX, OHEMEHHE JIEBOM ITOJIOBHHBI
JINLA, 3aTPYAHCHNE PEeUr == rocrMTaJau3auus
* B xoxe oOciegoBanus Obljla JUArHOCTUPOBAHA TPAH3UTOPHAS UIIIEMUUYECKas aTaka
(THUA) B GacceifHe mTpaBoi cpeHe MO3TOBOM apTepUH
* OAK: 3HaUuTEIbHOE YBEJIHMYECHHUE YPOBHA IeMOIIO0OMHA, TeMATOKPUTA M KJIETOK
KPOBM (3pUTPOLIUTHI, TPOMOOILIUTHI, JICHKOIIATHI)
* [lo maHHBIM IpegocTaBaeHHON MeauInHCKOM JokyMeHTauuu OAK ot 2018 . B
npeaesiax HOPMAJbHBIX 3HAYECHUN
* PekoMeH10BaH NpUEM aHTUTUIIEPTEH3UBHOM, AHTUATPETAHTHON,
TUTIOJIUITUIEMAYECKOM, QaHTUTUIIOKCUYECKOU TEPAITUU
Tepanuio npruHUMaIl HEPETYJIAAPHO, IIEPUOAUUECCKH OTMEUYA]I KPATKOBPEMEHHbIE dNMHU30/bI
OINYILIEHUS OHEMEHMSI KOHEYHOCTEeH U JIMIIA cJIeBa.



B aBrycte 2019 r. : pazBuiics JIeBOCTOPOHHUM reMHUIIape3 IEHTPAJIbHOIO XapakTepa C
TEMUTUIIAIIT€3UEH, HAPYILIEHUEM MTOXOIKH => SKCTPECHHAsA rOCIHUTAJIU3 AU A
* KT: HeOompIre CyOKOPTHKAJbHbIE HIIEMAYECKHE 04ard B BUCOYHO-TEMEHHOW
00JIacTH CIIpaBa
* VY3-IyIIeKCHOM CKaHMPOBaHHUHU OpaxuoliedaaibHbIX apTEPUd: aTepOCKICPOTHICCKUE
M3MEHEHUS 0€3 reMOAMHAMUYECKHA 3HAUYUMOI'0 CTEHO034.
e Jluaruno3: « OHMK umemudeckoro xapakrepa B 0acceiiHe mpaBoi CpeHE MO3TrOBOM
apTepHUH, aTepPOTPOMOOTHYECKUM TTOATHUID.
* OAK: momumuTeMus, MOBBIIICHHBIN ypoBeHb HD.
* PekoMeH10BaHO MPOAOKEHUE IIPOBOJIMMOU PAHEE TEPAIIUU.
HecMoTps Ha IpOBOIMMOE JICYEHUE, COXPAHAJIOCH OIIYIEHHUEe CJ1a00CTH B BEpXHEU U
HKHEW KOHEYHOCTAX CJIEBA, M3MEHEHME MOX0AKU = 1 okTsa0ps 2019 . mocTynui B
HeBpoJsornyeckoe oraejeHue PI'byY «HMHULL TIIM» Munsapasa Poccun.



g DOC@WAY

COCTOSIHHE TTAIIMEHTA TIPU MOCTYIUIEHUN CPEAHEHN TSKECTH, CO3HAHUE SICHOE,
[I0JIOJKEHUE aKTUBHOE

ITaTomornueckue PE3VYJIbTAThI:

Poct 163 cm, Bec 70 kI, mHAEKC Macehl Tena 26,4 kr/m?.

OTMmeuanach rHIepeMus KOKHBIX MOKPOBOB JIMIA, BUANMBIE CIU3UCTHIE
HOPMAaJIbHOM OKPAaCKH M BIIAKHOCTH.

ToHBI cep/lla MPUIIYIIEHbI, PUTMUYHEIE, YaCTOTAa CEPAECUYHBIX COKPAILEHHHA
{2/ MuH

CeJe3eHKa Ipu najgbHalny yBejandeHna (+1 cM u3-mmog kpas peOepHOM IyTH),
Kpal 3JaCTUYHBIN, 00JIE3HEHHOCTH MPH MajJblallii HET



OO0111eM03TrOBOM 1 MEHUHI'€AJIbHOM HEBPOJIOTHMYECKOM CUMIITOMAaTHKHU HET.
YMEpEHHbIN JIEBOCTOPOHHM I MMape3 MUMHUYECKON MYCKYJIATYPbI, MBI SI3bIKA
(uepenrno-Mo3roBhIc HEPBEL: VI, XII)

[ToBBIILIEHHE MBIIIIEYHOIO TOHYCA M0 MUPAMUHOMY THUITY B JIEBBIX KOHEUHOCTSIX.
JleBOCTOPOHHMM reMumnape3 HeHTPAJbLHOI0 XapaKTepa, IPEUMYIIICCTBEHHO B
AYCTAJIBHBIX OTJ/ICIaX KOHEYHOCTEH C 0KUBJICHUEM CYXOKHIBHBIX U IIEPUOCTAIBHBIX
pedaekcoB ciena. [latonornueckuii peduekc babOMHCKOro nonoXXKUTeabHBIN ClIeBa.
CuMIITOM OpaJIbHOTO aBTOMAaTH3Ma (IceBa00YIbOapHBIN MMape3) cieBa => NMOpaKeHue
NMAPAMUTHON CUCTEMBbI

[Tanp1IeHOCOBYIO MPOOY CJIEBAa BHIMOJIHUTH HEBO3MOXKHO M3-3a HAJIMYHUS I1ape3a
[Toxonka maperndeckas (cmHapoM BepHuke-MaHHa)

Onenka mo moguduuupoanHoi mkane Paakuna (Modified Rankin Scale) — 2 6amna



* Bpenubie npUBbIYKU
OTPUILIAET.

e HacnenctBeHHBIN aHAMHE3 110
CEePACYHO-COCYAUCTHIM
3200/ 1€BAHUSAM OTSATOIIEH:.
OTel YMEP OT MHCYJIbTA B
BO3pacTe /3 JeT, MaTh
IUTMTEIBHO CTPAIacT
TUIIEPTOHUYECKON OO0JIE3HBIO.

ANAMNESIS
,—*—‘ "

Nt

\

o

Hcrounuk: https://www.google.com/url?sa=i&url=https%3A%2F%2Fwww.vecteezy.com%2Fvector-art%2F23880410-anamnesis-system-
vector-illustration-for-information-about-the-disease-and-healthcare-database-in-flat-cartoon-hand-drawn-landing-page-
templates&psig=AOvVaw32dFDcCerMs3hWkKb3flHe&ust=1685975314023000&source=images&cd=vfe&ved=0CBMQjhxgFwoTCMCE
_M_pgf8CFQAAAAAJAAAAABAE
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e IaHHble

MapameTtp Mpun PedepeHcHble Napamerp Mpu rocnuranusaumm  PedepeHcHble

rocnuTanusaumMn  3HayeHus (2019 r) 3Ha4eHus

5201 9 r;) BUOXMMMUYECKMIA aHANU3 KPOBK
12
2pUTpOLITH, X107/ 131 _ 4450 [M0K033, MMOb /1 5,40 3,89-6,10
TEMomoONH, 1/ 1 130-160 Bunupybux 0B, Mxmons /n 28,0 <20,5
TN, % (5)67: 2540 Benok 0B, /1 68,0 64,0-83,0
\L:'BETOB?M bl - el KpeaTuHmH, MKkMOfib /11 69,0 63,6-110,5
CPEAHEHHOE 3Ha4eHue :

i Mol e | 77,2 ) 80-100 CK® (CKD-EPI), mn/MuH/1,73Mm2 92 >90
CpefHee conepxarve Movesas kucnora, Mr/an 50 353142
remornobuxa B 3putpoumte, 26,9 26-34 Xene3o, MKMOfb/N 11,7 11,6-31,3
L8 DeppUTHH, MKF /1 22,4 20,0-250,0
CpeﬂHﬂ”GKOHHEHTPaW“ 0 300.585 AcnapratTpascamntasa, Ea/n 33,0 5,0-34,0
remMornobuxa ouuTe, -
rjro it el AnaHWHTpaHaMKHa3a, En/n 76,0 0,0-55,0
KostdmvieHt ) R Naxrataervporedasa, Ea/n 218,0 125,0-220,0
aHU30TPONUK 15,5 12,0-15,0 Kpeatundocokutasa, Ea/n 95 30-200
3pUTPOLMTOB, % Harpui, Mmons/n 140 130-156
Tledtkouusl, X 10°/n <SULHORS 2 IpUTPONO3TUH, MMe /M 1,1 4,3-29,0
Hewtpodunbl, % 85 40-74 Koarynorpamma
Jumdoumtsr, % 10 1-5
MoHoLTI, % 3 0-1 AYTB, cex 33,9 24,3-35,0
So3uHodmnsl, % L 06 J 19-37 MporpombuHOBOE Bpems, Cex 12,6 9,1-12,1
Basogmnei, % 2 2-10 NpoTpomButH no Kawky, % 82,3 70,0-130,0
03, mm/4 2 2-10 OubpuHores, r/n 3,9 2,0-4,0

OOmuii aHaIu3 KpOBHU bruoxumMmnueckuil aHaiu3 KpoBU



Bl OCMOTP ¥ -

OKI': puTM CHHYCOBBIW, YaCTOTa CePACUYHBIX cokpaieHui 7/6/mun. D0C: oTkionenue Bieso. PQ: 0,18 cek,
QRS: 0,08 cek, QT: 0,38 cek, QTc: 0,45 cek, 3yoen P: 0,10 cex

JlyriekcHoe ckaHupoBaHUEe OpaxuonedaabHbIX apTepuil: MPU3HAKU HECTEHOTHYECKOT0
aTePOCKJIEPOTHYECKOT0 MopaxkeHusi oOpaxuoiiedanbHbix aprepuid. Herpybas S- oOpasHas HEpOBHOCTh
X0J1a IPaBOM BHYTPEHHEN COHHOM apTEPUM, TEMOJIUHAMUYECKHA HEe3HauuMass. HepoBHOCTH Xo/1a
MO3BOHOYHBIX APTEPUI B SKCTPABEPTEOPAIILHOM CETMEHTE M B KOCTHOM KaHaJIe€ MONEPEYHBIX OTPOCTKOB
IIEHHBIX TTO3BOHKOB 0€3 MPU3HAKOB 3HAUMMBIX JIOKAJIbHBIX U CUCTEMHBIX F'€MOJIMHAMUYECKUX HAPYIICHUM

Ox0-KI': kamephbl cep/ilia He paclIUPEeHbI; AUACTOINYECcKas QyHKIUS JIEBOTO KeTylouKa HapylieHa o |
TUIly; (UOPO3HOE YINIOTHEHNE CTEHOK a0PThI, CTBOPOK MUTPAJILHOTO KJIAllaHa; YMEPECHHbBIC
JEreHEPATUBHBIE N3MEHEHHS CTBOPOK, (PUOPO3HOTO KOJIbLIA A0PTAIBHOTO KJaaHa; MpoJjanc nepeaHen
CTBOPKHM MUTPAJIBHOIO KJIallaHa S MM; MUTpaJibHasl peryprutanus 1 creneHu



. IIpu3HaKu HapyIIeHUsS MO3TOBOIO KPOBOOOPAIICHHUS MO UILIEMUYECKOMY THITY B
OAOCTPOU CTAINU B 0ACCEWHE MPABOU CPEAHEN MO3TOBOM apTEPUH CYOKOPTUKAITBLHOM
JTOKaIn3auM (CTPEIKH)

* Ouaru aHrMONaTuH.




D30(haroyoICHOCKOIMS . XPOHUYCCKUU
IIOBEPXHOCTHBIM TaCTPUT. XPOHUUECKUHU
nocTOyab0apHbIi 1yosieHUT. HemocTtaTouHOCTh
PO3ETKU KapJIHH.

Y3U OpronHOW NOJIOCTH: YBeJINYeHHUE

pa3MepoB cejiezeHKkH — 15,8%6,3 cM (B HOpMmeE
10 12,0x6,0 cm).

O@dTanbMoJIor: THIEPMETPOIHS CPEIHEH
creneHu, amonuonus | crenenu OS; HavagbHas
BO3pacTHas KarapakTa, aHTMONaTHs CETYaTKH 0
TUIIEPTOHUYECKOMY THITY.

Vcrounuk: https://www.google.com/url?sa=i&url=https%3A%2F%2Fwww.freepik.com%2Fpremium-vector%2Fdoctor-
doing-abdominal-ultrasound-diagnostics-female-patient-lying-medical-bed-flat-vector-
ill_22042282.htm&psig=AOvVaw2RdTW29kC7TwyT3ul7Q56t&ust=1685975441903000&source=images&cd=vfe&ved=
0CBMQjhxgFwoTCMCmh47qqf8CFQAAAAAJAAAAABAE



HbI1 OCMOTP DOC@WAY

C nenpro BepupUKaIMU MPEAnogaraeMoro 3a00JieBaHus KPOBHU IIPOBEACHO 1000CIE0BAHKE:
* HccnenoBanue ypoBHS SpUTPONOdTUHA: cHUKeHue a0 1,1 MME/ma (Hopma 4,3-29,0 MME/min).

* MonexynspHo-TeHeTHUECKOe HCccliejoBaHre: oOHapykeHa myTanus B reve Jak2 V617F (14
9K30H): KJIETKM ¢ myTanuend cocTaBisitoT 100% oT o01iero yrciia KJIETOK B IMpemnapare.

* Ot npoBeaeHNs TPENaHOOUONICUY KOCTHOTO MO3ra MalMeHT OTKa3aJIcs.



¥ DOC @ WAY
HNmeronmecs naHdeIe:

* ToBbIiIeHHE YpoBHs remorioouHa [190 r/n], remarokpura [56,4% nipu Hopme 40,0-
48,0%]

* Hanuuue mytauuu reia JAK2 V61/7F

* CHM)XEHME YPOBHS SPUTPOIIOITHHA

COOTBETCTBYIOT IHATHOCTHYECKUM KPUTEPUSAM UCTUHHOM MOJUIIATEMHUH,
pexkoMeH1oBaHHBIM BO3 1 HallMOHAIILHBIMM KIMHAYECKUMHU PEKOMEHIAIASIMHA
réMaToJIOTHYECKOr0 O0IIEeCTBA => HAJIMYHUE UCTUHHOM MOJUIUTEMHUN
BepU(PUITHPOBAHHBIM.



Ocnoenoe 3aoo0neséanue: ictuanas noJuluTeMus,
BBICOKMI PUCK TPOMOOTHUYECKHUX OCIIOKHEHUM.
Couemannoe 3a001e6anue: AprepualibHas
ruriepteHsus, 2 crenenu, |l cragus (mocturnyT
neneBoit ypoeHb AJl). PUck cepaeuHo-COCyauCThIX
OCJIO)KHEHUH OYE€Hb BBICOKHH.

@Donosoe 3ao01eeanue: 1 inepaunuaeMus 2 A tumna.
Ocnoscnenue ocnosnozo 3aovonesanuna: OHMK no
UIIEMUYECKOMY THUITY B OacCeiHE TTPaBOU
cpeanemosroBoi aptepuu ot 17.08.2019 1.
Conymcmeyrwuwue 3a001eeanusn: XpOHUIECKUAN
IIOBEPXHOCTHBINA TaCTPUT. XPOHUUECKUN
ocTOYIBOApHBIN ayoaeHUT. HeqocTaToOuHOCTh
PO3ETKH KapuH.

Polycythemia Vera

Ucrounuk: https://www.google.com/url?sa=i&url=https%3A%2F%2Fwww.patientpower.info%2Fmyeloproliferative-neoplasms%2 Fwhat-is-
polycythemia-

vera&psig=AOvVawlh8E6jUSAQ64d BwL5FsBj&ust=1685975538744000&source=images&cd=vfe&ved=0CBMQjhxqFwoTCMjvvL7qqf8CFQ
AAAAAJAAAAABAQ



HEeVwee TeyeHumne

e PekoMeHaoBaHa ITUTOCTAaTHYECKAsI, aHTHATPEraHTHAS, aHTUTUTIICPTEH3UBHASI, TUITOJUITUAEMHUYECKas
Tepanus

* B cranuoHape npoBOJUIIOCH JI€YEHNE TUTHUKOJIUHOM, MUPALETaMOM, BUHIIOIETHHOM,
STUIMETUITUAPOKCUNTUPUINHA CYKIITHATOM.

* bbu1 BRIMKMCAH U3 CTAllMOHAPa C PEKOMEHIAIMAMU HAOJIIOAThCS Y HEBPOJIOTa, KapIMOJIoTra U
reMaToJIora mo MeCTy JKUTEIbCTBA, KOHTPOJIMpOoBaTh nokazarean OAK, OMOXHUMUYECKOTO aHaIu3a
KpoBH, Koaryinorpammsl 1 pa3 B 3 mec, Y3 opranos OpronHou noyiocty 1 pa3 B roj.

OAK criycrst roa Tepanuu : rmoJIOKUTEIbHAS JUHAMUKA B BUJAEC HOPMAJIU3alUU MoKa3aTe/ei
(OpPMEHHBIX DJIEMEHTOB KPOBU

[TareHT MOBTOPHO KOHCYNbTUPOBAH remarosioroM OPI'bY «HMMUIL] remaronorunm» Munsnpasa Poccun,
PEKOMEHIOBAHO MPOAOJIAKUTH MPpHeM ruapokcukapoammaa, yuepeays 10361 1000 u 500 mr/cyr,
aneTuicaTuniIoBor KUucyioTbl 100 Mr/cyT.



e Hcrunnas noaunuremus (MII) — 3aboneBanne KJIoHAIBHON MPUPOIbI, BOSHUKAIOIIEE HA YPOBHE CTBOJIOBOM
KPOBETBOPHOM KJIIETKH, OTHOCSIIEECS K TPyMIe MUETONPOIU(EepaTUBHBIX 3a00JICBAHUM, XapaKTePU3YyIOIIEECs
yCUJICHHOU Tposindepariueld B KOCTHOM MO3Te ¢ MPU3HAKAMKU COXPAaHHON TepMUHAIBLHOU T PEpEeHIIMPOBKHU KIETOK

e Ilaumentsl ¢ UII B cpeaneM uMeroT B JiBa pasza 00Jiee BRICOKHI PUCK Pa3BUTHS UIIEMHUYECKOr0 HHCYIIbTA, MH(papKTa
MHUOKapaa, TpoM003a INTyOOKHUX BEH WUJIM JIETOYHOM 3MOOJINUH.

* Cocyauctbiidi TPpOM003 1pecTaBiIsieT coooi HanboJ1ee yacToe ocao:kHeHue UII u sBisieTcs 0CHOBHOW NPUYHHOM
CMEPTHOCTH TTAIUECHTOB.

* HeoOxoauma TiiarenbHasi ITHOJIOTHYECKAsl TUATHOCTHKA ISl TPOBEJICHUS aJICKBaTHOM Teparuu U NpoUIaKTUKA
noBTOpHBIX 31KM30/10B OHMK. IIpuunHbl HapylIeHUit MUKPO- U MaKPOLIMPKY/ISILIMM B KPOBOCHAOXKAIOIIIUX TOJIOBHOW
MO3T COCYIax YacTo0 OCTATCH HeIUATHOCTUPOBAHHBIMU

* MUII, nuarHocTupoBaHHas y MALUEHTA, SBJISIETCSA HE TOJBKO 3a00JI€BAHUEM CUCTEMBI KPOBH, HO U CePbe3HbIM
(paxTopom, 00yCJI0BIUBAKIIUM TPOMOOTCHHOCTD.

HauOonee 3HaunMbiMu (paKTOpaAaMHU pucka TpoMOoTHUYecKkuX ocJioxxHenni mpu UII sensioTcs:

* Bo3pact crapme 60 jer

* HaJu4Hue TPoMO030B B aHAMHe3e

[Ipu crparudukanuu prcka Tpom6030B ripu U1 Takke yuuTeiBaroTcst o01me GakTopbl pUCKa CEPICUHO-COCYAUCTHIX U
TPOMOOTHYECKHUX OCIOKHECHUH.



 JIpankuHa O.M. — HauimoHaJIbHBIN MEIUIIMHCKUN UCCIIEN0BATEIbCKUM LIEHTP TEPANTUA
1 npoduilakTuueckoi MeauuHbl, MockBa, Poccus;

* AumasoBa U.U. — HanmoHaIbHBIN MEIUIIMHCKUN UCCIIEN0BATEIbCKUHN LIEHTP TEPATTUA
1 npoduilakTuueckoi MeauuHbl, MockBa, Poccus;

 CmupHoBa A.B. — HantmoHaabHBIM MEIUIIMHCKUH HUCCIIE0OBATEIbCKHM LIEHTP TEPANTUN
1 npoduiiakTuueckor MeauiuHbl, MockBa, Poccus;

* bepuc C.A. — HanmoHanbHBIN MEAUIIMHCKHAM UCCIIEA0BATEIILCKUU LIICHTP TEPAUU U
npopuIakKTHIESCKON MeaulIMHbl, MockBa, Poccusi;

 Ilemeas P.H. — HannoHabHBIN MEAUIIMHCKUU UCCIIEIOBATEIbCKUN LIEHTP TEpANUU U
npouIakKTHIECKON MeaulIMHbI, MockBa, Poccusi;

Hcrounuk: HapyiieHnre MO3roBoro KpoBooOpallieHus y NaiyeHTa ¢ NoJUIUTEMUe: KInHudeckut ciyyait / O. M.,

Jpankuna, . . Anmazoa, A. B. CmupHoBa [u Ap.] // PannonanbHas papmakorepanus B kapauoioruu. — 2022. — T. 18,
Ne 1. - C. 79-84. - DOI 10.20996/1819-6446-2022-02-10. — EDN TNGDYD.



Mbl BCcerga roToBbl K COTpyaHUYecTBy!

KOHTAKTbI
PykoBoagutenb npoexkTa lagepkuHa Bukrtopmna AHaTonbesHa

Ten.: +7(926) 017-52-14
viktoriashade@uroweb.ru



