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ITapokcusMajbHAasi HOYHAsl TeMOIVIOOMHYPHMSI SIBJISETCSl Pe3yJbTATOM KJOHAJIBHOIO Pa3MHOKEHHS
KPOBETBOPHBIX CTBOJIOBBIX KJIECTOK BCJIEACTBHE COMAaTHYeCKOro Aedexra B rene. Yame Bcero 60J1e3Hb BbIAABISIOT
y Jiofeii crapumero Bo3pacta, Ho npuMmepHo B 10 % curTyaumii oHa oOHApyKHBaeTcsi y IOHBIX MAIMEHTOB.
3a0oneBaHne acCOUMUPYETCH €O 3HAYMTENbHBLIM CHHKEHHEM KauyecTBa KM3HH U BBICOKOI JIeTaJbHOCTbIO NPHU
OTCYTCTBHH JIedeHHsA. B my0JuMKanuu npeacraBiieHbl CBeJeHHs1 00 3THOJIOTHH, MHMIECMHOJIOTHH, JHATHOCTHKE,
KJIMHAYECKOH KapTHHe M JICYCHHHM MNaToJIorH4yeckoro cocrosinuda. lLleap wuccienoBanus — 03HAKOMHTH
CIEHUATUCTOB TepaneBTHYeCKOro, reMaToJIorn4eckoro npoguis ¢ npuMepoM BepupuKanuu NapoKcH3MaJbLHOI
HOYHOIl reMOrJOOMHYpMM M APYTHMMH 3200/1eBAHUSIMM TeMaToJormdyeckoro mnpogmuas. Ilpeacrapien ciayvaii
JJIUTENBHOT0 Te4eHHs 3a00/1eBaHMs, IMPOTEKAOIIero MNOJA MACKOH aTHNH4YecKOil aHeMHMH, ¢ IJHTEJIbHOM
nuddepennmanbHoii uarHocTukoi. Toabko NpU Ha3HAYEeHMH cHeUU(UUYECKOro mnpemnapara 3KyJauzymada
yAaa0ch CTa0MIN3MPOBATH KJIMHHYECKOE COCTOSHHE M YJYYIIMTh Ka4ecTBO KM3HHM NanueHTa. TaprerHas
Tepanusi ¢ HMCHOJIb30BaHMEM 3KyJH3yMada NO3BOJWIA JOOUTHCS KOHTPOJS KOMILIEMEHT-0MOCPeI0BAHHOIO
remoJin3a. HecmoTpst Ha yacTu4Hbii 3¢ PeKT, pe3yIbTaThl IPOBOAUMOIO JieYeHUs1, 0e3yCJT0BHO, MOKHO CUUTATH
yaoBjeTBopuTeJbHbIMU. Hacrosmmii KIMHMYeCKMH cjay4yalli 1NOKa3biBaeT TPYAHOCTb IMATHOCTHKH
NAPOKCU3MAJIbLHOH HOYHOH remMor100uHypuu. BeposiTHO, y maumeHTa MMeja MecTo TpaHchopMauMs Jierkou
(¢opmbl amuIacTHYeCKOH AHEMUH B MAHU(ECTHYI0 KIACCHYECKYI0 NAPOKCU3MAJIBHYI0 HOYHYIO IeMOIJIO0MHYPHIO.

Kirouessle croBa: mapokcu3MasabHasi HOYHas TeMOTTIOONHYPHS, allacTHYECKast aHEMHSI, TEMOJIN3, SKyIH3yMal.

INTERESTING CLINICAL CASE OF PROLONGED DIAGNOSIS
AND TREATMENT OF PAROXYSMAL NOCTURNAL HEMOGLOBINURIA
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Krasnoyarsk, Russian Federation, e-mail: office@krascnil.ru

Paroxysmal nocturnal hemoglobinuria is the result of clonal proliferation of hematopoietic stem cells due
to a somatic defect in the gene. Most often, the disease is detected in older people, but in about ten percent of
situations it is found in young patients. The disease is associated with a significant decrease in quality of life and
high mortality if untreated. The publication provides information on the etiology, epidemiology, diagnosis, clinical
picture and treatment of the pathological condition. Purpose of the study — familiarize therapeutic and
hematological specialists with an example of verification of paroxysmal nocturnal hemoglobinuria and other
hematological diseases. A case of a long-term course of the disease under the guise of atypical anemia with long-
term differential diagnosis is presented. Only with the appointment of a specific drug eculizumab was it possible
to stabilize the clinical condition and improve the patient's quality of life. Targeted therapy with eculizumab
allowed to achieve control of complement-mediated hemolysis. Despite the partial effect, the results of the
treatment can certainly be considered satisfactory. The present clinical case shows the difficulty of diagnosing
paroxysmal nocturnal hemoglobinuria. The patient probably had transformation of mild aplastic anemia into
manifest classic paroxysmal nocturnal hemoglobinuria.

Keywords: paroxysmal nocturnal hemoglobinuria, aplastic anemia, hemolysis, eculizumab.

BBenenue
Hounass mapokcusmansHass rtemornoounypuss (HIII) — Hewacto Berpedaromieecs

HpI/IO6peTCHHOC HApYIICHHUEC KPOBCTBOPCHHA, KOTOPOC MPOABIACTCA TCMOJIMTUYCCKUM THUIIOM



aHeMUH, mpoodiieMaMu ¢ (PyHKIMEH KOCTHOTO MO3ra M YBEJIIMYEHHON BEPOSTHOCTHIO 0Opa3OBaHMS
TpoMOOB. JlaHHast OOJE3Hb SBISETCS PE3yAbTATOM KIOHATBHOTO PAa3MHOKEHUS HW3MEHEHHBIX
KPOBETBOPHBIX CTBOJIOBBIX KJIETOK.

HIIT" gamie BBISABISAIOT Yy JIIOJCH cTapiiero Bo3pacta, Ho npumepHo B 10 % cutyanmii ona
oOHapyKUBaeTCsl Y IOHBIX MAIMEHTOB. 3a00JIeBaHNE UMEET MHOTOIPaHHYIO MPUPOY, pa3HOOOpasue
CUMIITOMOB M BO3MOXXHOCTb CEPBbE3HBIX IOCIEACTBUM, MOITOMY OHO IOCTOSIHHO HCCIEIyeTCs
CrenuaNucTaM B obnactu remaronoruu. Ero marorene3 oOyciaoBIeH cOMaTUYECKOH MyTaluel B
reHe, pacrnojoxkeHHoM 1o  X-xpomocome — PIG-A, dro BbI3bIBa€T  HEIOCTATOK
rIUKO3WI(HOCchHaTHAUINHOZUTONOBBIX CTPYKTYp (I'®@U), BBHIMOIHSIONIMX PONb «IKOpEH» IS
MHOXKECTBAa O€NKOB KJIETOYHBIX MeMOpaH. DTH sKOpS 3allMIIAIOT COOCTBEHHBIC KIETKU OT
pPa3pyIIUTEIBHOTO JCHCTBUS AaKTUBHOTO KOMIIOHEHTa HMMMYHHOW CHCTEMBI — KOMILJIEMEHTA.
Jepuuut MmeMOpaHHO-CBSI3aHHBIX PETyIATOPHBIX Mosekys, Takux kak CD 55 u CD59, 3amyckaer
HEKOHTPOJIMPYEMYIO aKTHUBAIMIO KOMILIEMEHTa, OO0pa30BaHHE KOMIUIEKCA aTakh Ha MEMOpaHBI
(MAK) wu, xak ciencTtBue, reMOJHN3, BBI3BAaHHBIM JIEWCTBHEM KOMILJIEMEHTAa BHYTPH COCYIOB.
PaccmarpuBaeTcst kackaa mpoleccoB: a) YCHICHHAs] BOCIPUUMYHMBOCTH KPACHBIX KPOBSIHBIX TEJICII K
pa3pylLIeHUIO IOCPEJCTBOM CHCTEMbl KOMIUIEMEHTa MpHUBEAET K Oojee MNpOAOIKUTEIBHOMY
reMojin3y B cocynax; 0) akTHBaIus TPOMOOIUTOB M BOCHAIUTENbHBIC PEAKIMH IMPUBEACT K
YBEIIMYCHUIO BEPOSITHOCTH 00pa30BaHUs CIYCTKOB; B) HapyIICHHs PaOOThI OCIBIX KPOBSHBIX TEIICI]
BBI30BET POCT YA3BUMOCTH Tiepes] HWHPEKusMu. B NOposBIEHUSX NUTMEHTUPOBAHHOTO
remo(aronuro3a HIII" ObiBaeT HEAOCTATOYHO JIHMIIB OJJHOTO TEHETUYECKOTO U3MEHEHUS — TpedyeTcs
Pa3MHOKE€HHE M3MEHEHHBIX CTBOJIOBBIX KJIETOK KPOBH. B MCKIIOUMTENBHBIX CIy4asX YBEJIWYEHUE
YUCJICHHOCTU U3MEHEHHBIX KJIETOK MOXET OBITh BHI3BAHO CIIOHTAHHBIMHU MYTAIUsIMU (Hampumep, B
rene JAK2), ogHako 1ogo0HOe He BhIsBIsieTcs: y OonbinuHcTBa 60sbHBIX HIII. Yarie kioHanbHast
DKCMAHCUSI TPOUCXOAMT KaK CIOCO0 3alUThl CTBOJOBBIX KIETOK, JuiieHHbix [®OU, or
ayTOMMMYHHOTO BO3JIeHCTBHsI T-TM(OIMTOB Ha 30pOBBIE CTBOJIOBBIE KiaeTkHu [1, 2]. EcTh MHEHHE,
yto pazButre HII[' cooTBEeTCTBYET NapBMHOBCKOW MOJIENW HBOJIOLMHU MOMYJISLIHI COMAaTHYECKHX
KJIETOK, MPEACTaBssl COOOM pe3ylbTaT COMAaTUYECKOW MYTallMd U OJarompHUsiTHON CEJIEKTUBHOMN
cpenbl. IlonmydeHHble pe3yabTaTbl TaKXe BaXHBl JUIsl TMOHMMAHHMS MEXAaHM3MOB pPAa3BUTHUSA
arIaCTUYECKON aHEMHUH WJTM MHBIX TIATOJIOTUH KOCTHOTO Mo3ra [3].

Cornacao unpopmarmu u3 MexayHnaponnoro peectpa HIIT', exxeromnast 3a6oseBaeMoCcThb
olleHMBaeTcs B mpenenax oT 1 mo 1,5 ciyyaeB Ha KaxIblii MWIJIHOH JKUTENEH, a oOrmas
BCTpeyaeMocTh — npuonmsurenbio 1,59 yen. va 100 Thic. Hacenenus [1]. Juarnoctuposars HIIT
MOXHO B CaMbIX Pa3HBIX YTOJKax MHUpPA U CPEAM JIOAEH pa3IMyHON ATHUYECKOUN MPUHAIEKHOCTH.
WccnenoBanusi, XOTh ¥ MPOBEJEHBI B OTPAaHUYEHHOM 00BhEME, YKa3bIBAIOT Ha 3a0071€Ba€MOCThH OKOJIO

1,9 ciyuas Ha Kaxkaele 5 MITH YenoBek B rocynapcrBax bmmkaero Boctoka (Hampumep, B Omane)



[4]. Kak npaBuIio, quarHoCTHPYIOT 00JIE3HB Y B3pOCiIoro Hacenenust B Bospacre ot 30 mo 40 ier,
OJTHAKO 3TO YHMCIIO MOXKET BapbUpPOBATHCA B 3aBUCHMOCTH OT KOHKpeTHOW monyisiuuu (B Mpane
MEJIMaHHBIA BO3pACT MOCTAHOBKHU auarHo3a — 38 ner, a B Omane — 22,5 roxna) [5]. KeHurunsl
crankuBatorcss ¢ HIII' HemHoro wame, yem Mmyxuusbl [1]. 3a0oseBaHue accoumupyercs co
3HAYMTENILHBIM CHIDKCHHEM KauecTBa )KU3HH U BBICOKOM JIETAIbHOCTHIO IIPU OTCYTCTBHU Jie4eHHs [6,
7].

TunuyHas KIMHHUYECKasi KAPTHHA HOYHON MapOKCU3MaJIbHON reMOorioOMHYpHH COCTOUT
[1] u3 cneayromux MPU3HAKOB:

1. 'emosinTHYecKass aHEMUSI — BBIPAXKAECTCA B MEPHOAMUYECKOM Pa3pyLIEHUHU SPUTPOLIUTOB
BHYTPH COCYJOB, KOTOPOE HEPEIKO COIPOBOXKIACTCS CIa00CThIO, OBICTPOH YTOMIISIEMOCTHIO,
3aTpy[HEHHBIM JIbIXaHWEM, YYalleHHbIM cepaneOuennemM. OOpaiiaeT BHUMaHHE SKTEPUYHOCTH
KO>KHOT'O [TOKPOBA U CIIM3UCTBIX 000JI0YEK, MOYA TEMHOTO I[BETA, HATIOMHHAIOLIAsi TEMHOE MHUBO UJIH
YEpHYI0 JKUAKOCTh, OCOOEHHO 1O yTpaM. MoryT ObITh OCTpbIE 3IHM30[bl TI'e€MOJIH3a,
CIIPOBOIMPOBAHHbBIE HHPEKITUIMH, XUPYPTUIECKUMHU BMEIIATEILCTBAMU WIIA OEPEMEHHOCTHIO.

2. TpomboTHueckue coObITHS — TIaBHAs MPUYMHA CMEPTHOCTH y B3POCIBIX MAI[MEHTOB C
naHHBIM 3a0oneBaHueM, ObiBatoT mpumepHo y 40 % 3aboneBmux. HaGmiomaercss oOpa3oBaHmue
TPOMOOB: 3aKynopka mHe4eHO4HbIX BeH (cuHapoM banma — Kuapu), Tpom003 BOpOTHOIl BEHBI,
BEHO3HBIX CHHYCOB I'OJIOBHOT'O MO3r'a, IITyOOKHMX BEH HOT, JierouHas amM0osus [8].

3. BeipakeHnHas riiagKoMbIedHast JUCHyHKIHS: 00JIEBbIE OLTYIICHUS B )KUBOTE, TPYIHOCTH
C TJIOTAaHUEM, PPEKTHIIbHAS HEMOJHOLEHHOCTh. CUMITOMBI CBsI3aHbl C J€(DUIIUTOM OKCHAA a30Ta
(NO) BcnecTBHE €ro CBA3BIBAHUS CBOOOTHBIM T€MOTIIOOHHOM.

4. W3MmeHeHue (QYHKIHMM TOYEK: OCTPOE WM XPOHUYECKOE TMOpaKEHHWE IOYeK MH3-3a
HAKOTUICHHUS TeMOCH/IEpUHA B MPOKCUMAIBHBIX KaHAJBI[aX ¥ TPOMOO30B COCY/IOB MOYEK.

5. JluchyHKIMS KOCTHOTO MO3Ta — IEMOHCTPUPYETCS] CHUKEHUEM KOJIMUYECTBA KIJIETOK KPOBU
pa3HoOM CTENEeH! BBIPAXKEHHOCTH.

VY nereil mapaJoKCaNbHO 4Yalle BCTpPEYaeTcs CKpBITOE TedeHHe OOJIe3HH WIH ee
OJTHOBPEMEHHOE IPOSBIICHUE C CHHIPOMOM HapyIIeHHUs (YHKIIMU KOCTHOTO MO3ra. BeIpakeHHOCTh
reMOTJI00MHYPUU MOXKET OBITh ClIa003aMETHOM, YTO YCIOKHSAET MOCTAaHOBKY JuarHosa. Kpome toro,
y IOHBIX TAllMEHTOB OTMEYAeTCs HECKOJIbKO MEHbINAsh BEPOSITHOCTb DPa3BUTHUSA TPOMOO30B IO
CPaBHEHUIO C B3POCIBIMU. B HCKITFOUUTENBHO pEeKUX cuTyarusax Hadmonaercs komounanus HITT u
APYTUX KIOHATBHBIX PACCTPOWCTB KPOBETBOPEHUS, TAKMX KaK MEPBUYHBIN MUETOPHOPO3 U Apyrue
XpOHHUYECKHE HOBOOOpa3oBaHUS MuenouaHoro psaa. Ilo cocrosuuto Ha 2022 1. B HayuHOU
auTepaType 3agUKCUPOBaHO BCEro 0KoJ0 38 onucaHuil mojo0HBIX coueTanuii [2, 9].

JuarnocTuka. OcHoBHBIM criocoboMm BeisiBieHus HIIIT sBnseTrcss BbICOKOUYBCTBUTEIbHAS

MIPOTOYHAsl LIUTOMETPUS, ITO3BOJISIIONIASE OOHAPYKUTH KIETKU KpoBH ¢ HegocTaTkoM ['dU-skopHbIX



oeaxoB (CD55, CD59), mu6o mnpumencane FLAER-tecta ((hiayopeciieHTHO-MapKHpPOBaHHBIN
asponusun) [1, 2, 9]. Ilporounas nutomerpus ¢ aHTH-CD55 u antu-CD59 Ha sputpouuTtax u
JEUKOLUTaX MOXET ObITh MeHee WH(OPMATHBHOM IJsi 3pUTPOLMTOB H3-3a remonusa. FLAER
npu3HaH HauOosiee 3¢GdeKTUBHBIM MeToaoM Ui ompexaeneHus aedpuuura ['OU-skops Ha
TPaHyJIOIUTaX W MOHOUUTAaX. JlononHumenvHbvle Jnabopamopuvie U UHCMPYMEHMATbHble
obcnedosanus. VI3MeHeHuss B OOIIEM aHAJIW3 KPOBM MOTYT CBHJICTEIHCTBOBAaTH 00 aHEMUH,
PETUKYIIOIMTO3E, a TAK)KE BEPOSITHOCTA TPOMOOIICHUH H JICHKONEHUU. B OMOXMMHYECKOM aHaIH3e
KPOBH OTMEUaeTCsl MOBbIIIeHHE JakTataeruaporenassl (JIJAI'), yBenuyuenne HempsMoro OmInpyonHa,
CHIDKEHHE YpPOBHS TanTorjoOuHa. buoxmmudeckue mMapkepbl reMoJin3a MOATBEPKAAI0T HaTH4Ke
remonusa, HO He crnenuduunsl s [IHI. B o0mem anamu3e Mounm oOOHapyKUBaeTcs
reMorJIo0nHypusi, TeMocuaepunypus. [Ipu nccineqoBaHuM KOCTHOTO MO3Ta BO3SMOXKHO BBISIBJICHHE
MIPU3HAKOB TUIOIJIA3UH (Yallle MPU COUYETAaHUU C alIaCTUYeCKON aneMuel ). MarHuTHO-pe30HaHCHAS
ToMorpadusi OpraHoB OPIOIIHON MOJOCTH (B peskuMe T2*) HCIOab3yeTes T OLCHKH HAKOTICHHUS
KeJe3a B MEYCHHW M TOYKaX BCIEACTBUE XPOHUYECKOTO I'€MOJIM3a M TO3BOJISIET OICHUTH CTETICHb
remocueposa [10]. Morexynapro-eenemuueckue ucciedosanus HalpaBJICHbl HA MOUCK MYyTallUi B
rede PIG-A (mmpoBoasTcst penko, MperuMyIIeCTBEHHO B Hay4HbIX I1enx). Tect Xema (KUCIOTHBIH
TECT) —  yBEJIMYECHHAs BOCIHPUUMYHUBOCTH SPHUTPOIMTOB K KOMILIEMEHTY IN VItro sBisiercs
YCTapeBIIUM METOJIOM, €T0 OTJIMYAeT HU3Kasi YyBCTBUTENIBLHOCTE. [l depeHnmanbaas AMariocTHKa
HIIT" npoBoguTCcs ¢ IpyruMy MpUYMHAMH BHYTPUCOCYIUCTOTIO T€MOJIN3a, TAKUMHU KaK aTHITMYHBIN
TeMOJIMTUKO-YPEMUUYECKUI CHHIPOM, TpPOMOOTHYECKass TpPOMOOLMTONIEHUYECKass Mypnypa H
HACJIeICTBEHHbIC MeMOpaHonaTuu SpUTPounToB [11].

Jleuenne. CoBpemennnie metobl Tepanuu HIIT cocpenoToyeHsl Ha MOAABICHUU CUCTEMBI
KOMIUIEMEHTa IS KOHTPOJII HaJ TEMOJIM30M M TPEJOTBPALICHHUS HETATHBHBIX ITOCIIEICTBUI.
WNuruburopsl  koMmruieMeHta 1. brokaropel TepMuHanbHOW cTamuu (tepanus mpotuB C5):
OKkynu3ymad — 3TO MOHOKJIOHAJIbHOE aHTUTENO YEIOBEYECKOTO IPOUCXOXKICHHUS, BO3/ICHCTBYIOIIIEE
Ha C5 wm mpemsrcrBytomee oOpasoBanuio komruiekca MAK. OH ObuT TepBBIM IperapaToM,
omoopenusM st siedennst HIIT B 2007 r. Dxynu3ymad momoraeT CHH3WTh BHYTPHCOCYAHMCTBIN
IeMOJIN3, YMEHBUIUTb YAaCTOTY TPOMOO30B M 3aBUCUMOCTbH OT IE€pPETUBAHUS KPOBH, UTO CIIOCOOCTBYET
MOBBIIIEHUIO O00IIero camMo4yyBcTBUsL manueHta. OJHAKO OH HE TMOJHOCTHIO HCKIIIOYaeT
BHECOCY/IIMCTBI reMonu3 wu3-3a Hakomienuss C3b wa osputporurax. IlpumeHeHune TrHOOBIX
MIPETapaToB, MOAABISAIONINX aKTHBHOCTh CHCTEMBI KOMIUIEMEHTA, COMPSIKEHO ¢ PUCKOM Pa3BUTHS
TpoM6030B y 1015 % nanueHToB B rpejenax noiayrojgoBoro nepuo/a, BKIvas ciaydan, CBsI3aHHbIE
¢ Tepanuel skynusymadbom [12]. JlekapcTBO HE CIIOCOOHO BBUICUHUTH OOJIC3HH W HE BIHSICT Ha
pasmepbl ouara HIII', omHako ocraercs moka HauOoyiee ACHUCTBEHHBIM METOJOM JICUEHUS,

HANpaBJICHHBIM Ha yCTpaHeHue npuuuH 3aboneBanus [3, 13]. Ha cerogusmHuii 1eHb uMeeTcs



3HAYMUTENBHBIA OMBIT 0E30MacHOTO WCIOJB30BaHUS dKyausymaba musa soaed ¢ HIIT. VYV
MOJIABJIAIONIETO YMCIAa MAIMEHTOB HAOMIONAeTCs CKOpOe YIYYIICHHE COCTOSHHS, HCCIIEIOBaHBI
(bakTopbl, KOTOpBIE MOTYT OOBSCHHTH CHHWXKEHHE J((EKTUBHOCTH Nperapara, TaKHe Kak
reHeTHYecKue BapuaHThl reHa CO5 WM pa3BUTHE aAHTUTENIO3aBUCHUMOIO BHYTPUCOCYAUCTOIO
reMoJIn3a, a TaKXKe COXPAHSIOIIAACA HEIO0CTaTOYHOCTh KPOBETBOPEHHsI B CllydasX COUYETAHUs
paznuuHbIX (hopm Ooesnu [3, 14].

Tepanestuyeckue crpateruu npu HIII™ ceromns BRIMIAIAT CAEIYIONUM 00pa3oM:

1. bnokaga cucTeMbl KOMIUIEMEHTa — IpenapaT 3KyJu3ymMad CUYMTAeTCs MPOPBIBHBIM
cpenctBoMm B Tepanuu [IHI. DOxynmu3yma® oTHocuTCsS K (hapMaKOJIOTHYECKON TpyIime
uMMmyHozienipeccanToB [14]. OH CyIIECTBEHHO CHIXKAET BEPOSITHOCTh OOpa3oBaHUsI TPOMOOB M
MOBBIIIAET 00IIIee CaMOYyBCTBUE OOJIbHBIX.

2. TpaHcruiaHTanusi KOCTHOIO MO3ra — MO-TNPEKHEMY €AMHCTBEHHBIN CIIOCOO MOJHOCTHIO
n30aBUTbCA OT OOJIE3HU, OCOOCHHO Y JItOJIeH ¢ BBIPa)KEHHBIMU HAPYLICHUSMHU KPOBETBOPEHHUS.

3. TlognmepkuBaromiee JIeYCeHHE — TNPEAINONaraeT IepeliMBaHUe KPOBH W TPOMOOIIUTOB,
BOCIIOJIHEHHE 3aI1acoB jKese3a (B CBSI3U C €ro yTparoil pu reMOCUACPUHYPUH) U NPUEM JIEKAPCTB,
NPEMSTCTBYIOMINX 00pa3oBaHuio TpoMOoB [15].

B crarpe aBTOpBI MyOIMKYIOT ciyyail quarHOCTHKHU penkoro 3abonesanus HIII, a Tawoke
aHaJIM3 TAPT€THOW Teparuu 3TOTO 3a00JIeBaHMS SKYITU3yMaOOM y MAIHEHTa.

Heap  ucciaegoBaHuss —  O3HAKOMUTh  CHEIHAJUCTOB  TEPaleBTUYECKOTO,
reMaToJOrMYeCKoro Mpoduist ¢ MpUMEpPOM IJIUTEIBHOrO Ipolecca BepUHUKAMK JUarHo3a
MapOKCU3MAJIbHOW HOYHOW TeMOIrJIOOMHYpUHM W JPYTUMH 3a00JIE€BaHUSAMH T'€MaTOJIOrMYECKOIro
npodus.

Marepuan u MeToAbl MCCJIeI0BAHUS

[Taument VY., 31 rox, BmepBble Momal B IeMaTojoruueckoe otaeneHue KpacHospckoit
MexpaiioHHOH KinHUYecKkoi 60mbHUIBI Ne 7 B 2009 r. ¢ BbIpaK€HHBIM aHEMUYECKUM CHHIPOMOM (B
remorpamme remornodun 40 r/m, TpomGomutel 178x10%m, neiixomurer 2,0x10%m). Ilymkrar
KOCTHOTO MO3ra YMEPEHHOH KJIETOYHOCTH, TUIl KPOBETBOpPEHMsI HopMoOiactuueckuil. [lo naHHbIM
TPETaHOOUOIICHH BBISBJICHa HEPaBHOMEpHAsl KJIETOYHOCTh KOCTHOTO MO3ra: TMIOLEIUTIOISPHOCTD,
HOPMOLGITIONIAPHOCTh, ~ O4aroBasg  mponudepanus  KIETOK  MHelouaHoro  pspa. Ilpu
IUTOT€HETHYECKOM HCCIIEIOBAaHUM — HOPMAaJbHbIA MYKCKOM Kapuotun. Ilocne mpoBeaeHHOro
oOcieoBaHusl ObLT BBICTABIIEH JMAarHO3 TUIOIJIAa3usi KpOBETBOpeHHUs. B TeueHuwe roga mamueHt
nojryyan JiedeHue IukiocnopuHoM A B o3¢ 700 MI/cyTkM C MOCTENEHHBIM CHHXKEHHEM J03bI,
napajiesIbHO MTPOBOIMIIUCH 3aMECTUTENbHbIE TeMOTPaHCy3HH SPUTPOLIMTAPHOI B3Becho. Ha (one
MOJIy4aeMOro JieueHus: HaOJoJalics  MOJIOKUTENbHBIA >PQEKT: KyNMUpPOBAHHE aHEMUYECKOTO

CHHJIpOMa C TIOBBIIIICHHEM remMorioonHa 0 160 r/n, yimydmenue obmiero coctosHus nanuerTa. C



2011 mo 2022 r. moBTOPHBIX OOpaIICHHUI MaIMeHTa K Bpauy-reMaToyIory He ObLIO, YyBCTBOBA CEeOs
YIIOBJIETBOPUTENHHO, B JiedueHUH He Hyxnaaicia. B 2022 r., korma mamueHT oOpaTuics K Bpady
reMaToJIOTy JUIS OIpEesIeHUs] BO3MOXKHOCTH TpoBeieHus BakuuHauu npotuB COVID-19, BHOBB
ObUIO TPOBENEHO IMOJHOIIEHHOE oO0cieloBaHWEe, B TOM YHCIE C TPOMAaHOOUONCHEH, ¢
MMMYHOTHCTOXUMHYECKUM  HCCIIEIOBAaHUEM: MMMYHOJIOTHYECKass ~ KapTWHAa  OTpakala
HEPaBHOMEPHYIO OOIIYIO TUIIOIIIa3HI0 KOCTHOTO Mo3ra. [lanuenTty tepanust He Ha3HA4aIack.
Yxyamienue cocTosiHus Hadanoch ¢ aBrycra 2024 r., koraa y 00JI5HOTO BHOBB CTall HApacTaTh
aHeMHuYecKuil cuHApoM. [TanMeHT OTMEeTHII caMONpOu3BOJIbHOE CHIKeHHE Macchl Tena Ha 10 kr. C
MEPEYUCIICHHBIMH Kal00aMHy MalUeHT ObLI TOCIUTAIM3UPOBAH B TEPANeBTUUECKOE OT/ICIICHUE, T/1e
Haxoawics u moiydan Jjedenne co 02.10.2024 no 15.10.2024. Ilpm ocMoTpe BO BpeMms
TOCIUTAIM3AMNA KOXKHBIE MOKPOBBI OJIE[HBIE C KENTYIIHBIM OTTEHKOM. JluMmdoaneHonatuu He
3apeructpupoBaHo. [leyeHn, cene3eHka He MANBNUPYIOTCS. BHOBH (UKCHPYIOTCS BBIpaKEHHBIE
HU3MCHEHHSI B TeMOTpaMMe, C PELUANBOM BBHIPAKEHHOTO aHEMHUYECKOro CHHApoMa (reMorioouH 62
r/n, spurpormtsl 1,59 x10%%/1, meiikomuter 3,9x10%n, TpomGormter 96 x10%1, cpenHnmii o6vem
sputporura (MCV) 124,3 ¢, cpennee comepkanue remorioouna B sputrpouute (MCH) 41,0mr,
COD 55 mm/gac). B obmem anamuze moun (OAM) oTMedaeTcs TMIIEPIPOTEHHYPHS, MPU3HAKH
Hedppomnaruu (6emok B moue 0,32 1/, eAMHUYHBIC 3€PHHUCTHIE HHIUHAPHI). B OHOXHMHYECKOM
aHaJIM3e KPOBU — MPU3HAKK T'€MOJIM3a U MEYEHOYHOW HEIOCTaTOYHOCTH. OMIMpyOuH oOmuit 42,2
MKMOJIB/JI, mpsmort 7,0 MKMonb/in, Hempsmor 35,2 MKMOIB/I, JIA 3734 En/n,
acrapraramuHoTpancdepasa 80,4 En/n, ananunamunotrpancdepaza 19,3 En/a. Ilpo6a Kymbca
npsiMasi — orpunatensHas. [Ipo6a KymOca Henpsimass — orpunatensHas. Mapkepsl renatutos B, C,
BUY, cudumiuc — orpunarensubsie. Ha ¢uOporactpoayoileHOCKONNHM — TOBEPXHOCTHBIN T'aCTPUT.
VYapTpa3BykoBOE HCCIIEOBAHNE OPTaHOB OPIOIIHOM MOJOCTH, MOYEK — OPTaHbl OPIOIITHOM MOJIOCTH,
noykn Oe3 maTojoruyeckux usMeHeHuil. [IpoBeneHa crepHanbHas NYHKLUS, B MHUEIOTpaMMe
MYHKTAT CHUKEHHOM KJIETOYHOCTH, METalo01acTUUEeCKU TUIT KpOBETBOPEHMsI. BbIcTaBieH AnarHos
— B12 npedunmTHas aHeMusi TSKENOW CTENEHW. BbUIO Ha3HAYeHO JieueHHWEe BUTaMUHOM B12,
reMoTpanc(py3uu SpUTporUTapHOi Macchl. OT MOTydyaeMoi Tepamuu OTMEYAJICs MOJOKUTEIbHBIN
3peKT: aHeMUYECKUH CHUHAPOM 3HAUUTENLHO YMEHBIIWICSA, B aHAJIMW3€ KPOBU IPH BBINKCKE
TIOKa3aTeNn CTaly JIydlle. TeMOTJIOOMH moBbicmics a0 112 r/m, spurpoumtsl 3,29 x10%/m,
neiixormTsl 4,8 x10%1, TpombomuTer 123 x10%1, MCV 102 ¢, MCH 34,0 i, COD 22 mm/4ac.
[TarieHT OBLT BBITTUCAH TOMOM C YIIYUIICHUEM.
VYXyaueHue cOCTOSHHS MPOHM30LUIO Yepe3 MECsIl IOoCie BBIMUCKM W3 CTAallMOHApa, B
Hos10pe 2024 r. BHOBB cTan HapacTaTh aHEMHUYECKHH CHHAPOM (cIabocTh, BAIOCTb, OJBIIIKA MPU
Xx071p0€), KpoMe TOTO, CO CIIOB MAaIMEeHTa, MOYa MPHOoOpea IBET «MHTEHCHBHOTO KPACHOTO BHHAY.

[TarueHT Y. BHOBH FOCIIMTAIN3UPOBAH B TeparneBTudeckoe otnencane 13.12.24. B ananmse kpoBH



MpU TOCTYIJICHUH OTMEYAeTCs CHUXKEHHE KIETOK KpacHOM M Oeyoll KpoBH: TreMorioOuHa,
APUTPOLIUTOB, JEHKOIHUTOB. OTMEYaeTCsS POCT KOJIMYeCTBa peTUKyIonuToB 10 9,0 %, noBsleHme
COD 1o 45 mm/uac. B OAM npu3Haky MOYEYHOTO CHHIPOMA: KUPIIMYHBIHN [[BET MOYH, IIPUCYTCTBHE
oenka 1,76 r/m, sputrporutel 2—4 B moJie 3peHus, 3epHHUCThIC MUIUHAPH 8—10 B moisie 3peHws,
ypobuiauHoreH 17,5 MkMoub/i. B GnoxuMuueckoM aHalin3e KPOBU HCCIIEAyEeMbIe TTOKa3aTeIu ObLIN
3HAYUTEIBHO yBEIHUEHBI: OMIMpyOuH oOmwmii 69,3 MxMoms/i1, mpsMoii 6,0 MkMoIs/11, Henpsimoi 63,3
Mkmodnw/i, JIAT 2917 En/n, C-peaktuBHsblii 6enok 19,9 mr/n, pepputnna 133 MKr/I, CBIBOPOTOUHOE
xene30 21,1 MKMob/1, 0O0IIas ’Kene30CBA3bIBAIOIIAsl CIIOCOOHOCTh CHIBOPOTKH 31,1 MKMOJIB/II.
[Tpo6s1 Kymbca mpsimasi, HempsiMasi — oTpuniateibHble. Bo3HUKIM Mog03peHus Ha (opMHUpOBaHHE
COJIMJTHOW OITyXOJIM B T€JI€ MMO3BOHKOB MIEWHO-TPYIHOTO OT/eNa mo3BoHoYHMKa. [Tocne npoBenenus
KOMITBIOTEPHOW TOMOTpPaMMBbl TIO3BOHOYHHMKA IOJO3PEHUS HE MOATBEPAMINCH. Y TAaI[MeHTa
3amojo3peHa MapoKcU3MaibHas HOYHas remorynoOouHypus. Bist ananu3 kpoBu Ha HIII-kimon
METOJIOM MPOTOUYHOM 1HuTOodIyopoMerpun. B pesynbrare uero Obun BoisBieH HII-xioH cpeau
spurpouutoB Tuma ll- 26,25 %, tuma Il - 30,08 % u neiikouuToB (rpanynonuToB — 56,33 %,
MoHOIMTOB — 96,17 %). BonbHOMY JUarHoCTUpOBaHa MAPOKCH3MaIbHAsl HOYHAS TEMOTIOOUHYPHS,
Kiaccuueckas (opma. YuuTeiBas TedeHHe akTUBHOM remonutuueckoit HIID ¢ Tpancdy3nonHoii
3aBHCHMOCTBIO, KpaiiHe BBICOKUM PHUCKOM >KHU3HEYTPOXKAIOUIMX TPOMOOTHYECKHX OCIOXKHEHHH,
OOJIBHOMY pEKOMEHJOBaHA TIOCTOSIHHAS TapreTHas Tepamusi TIpenaparoM SKynmu3ymad B
CTaHJAPTHOM JIO30BOM PEKHME.

04.04.2025 Opina BHepBble BBeAEHA Jl03a dKynuzymaba 600 mr myreM BHYTPHUBEHHON
uH(py3uu, 3aTeM  BBEJEHHUE OCYIIECTBISETCS MO OOUIenpuHATON cxeMe. B Hacrosmiee BpeMs
MAIUEHT PEryJsSIpHO, OJHWH pa3 B ABe Hemenw, nmoiydaet ao3y 900 mr. Ha ¢one Tepanmu 00bHOM
OTMEYaeT YIIyYlIeHHE CaMOUYyBCTBHS: yMEHBIIEHHE CIa00CTH, NCYE3HOBEHHE AIHM30JI0B «UEPHOU
Mouny». OIHAKO HOpPMalU3allid YPOBHS TeMOrjoOMHA HEe Mpousonuio. Y mnamuenta mocie 11
BBENCHMI odKymu3ymaba B reMorpamme: remornobun 92-85 r/x, spurpouuts 2,38-2,16x10%%/7,
TPOMOOIIMTHI 196-181x10%n, neiikormtor 4,28-4,67x10%1, perukymomutel 10,65 %, COD 40
MM/gac. B OHOXmMHYecKOM aHalm3e KpoBH: OwnmpyOmH oO0mmii 48,6 MKMOIB/I, HEnmpsIMoi
ounupyoun 41,1 mxmons/n, cBoboanbiit remornodun 0,17 r/n, JIAT 232 En/n (Hopma 0-248 En/m).
[Tpo6s1 Kym6ca (npsimast 1 HenpsiMasi) MOJIOKUTEIbHBIC.

TaprerHast Tepamusi C HWCHOJB30BAHUEM OHKYyJIM3yMada TO3BOJIHMIA HOOWTHCS KOHTPOIIS
KOMIUIEMEHT-orocpeioBanHoro remonu3a (camxkenne JIJII ¢ 2917 En/n 1o HOpMaJIbHBIX 3HAYCHHM
232 En/n), KIMHUYECKU F€MOJU3 yIAIOCh CYOKOMIIEHCHPOBATh, O0IIEe CaMOYyBCTBHE OOIHHOTO
yIIOBJIETBOPUTENHHOE, HEOOXOAUMOCTH B TIPOBEIACHHH 3aMECTHTENBHBIX TeMOTpaHcy3uil He
BO3HUKAJIO, HO HOpPMaJIM3allid YPOBHSA TeMOrjoOMHA He HaOI0AaeTcs, reMOIJIOOMH OCTaeTcsl B

npenenax 92—85 r/n. Y4uThiBas MOsBICHUE TTOJIOKUATEIBHON MpsiMoid mpoObl KymOca, coxpaneHue



PETUKYJIOIIMTO3a, MOXHO HPEANONI0XKUTh, YTO Yy OOJIBHOrO, BeposTHee Bcero, pasBuiics C3-
OIIOCPE/IOBAaHHbBIN BHECOCYIUCThI remonu3. IlomoOHast cuTyanust y OOJBHBIX, MOTYYAIOLIHX
9Kyau3ymMad, onucana panee. CymiecTBEHHOTO BIUSHHS Ha OOLIYIO0 Pe3yJbTaTUBHOCTh TEPAlNH U
IIPOrHO3 3a00JIeBaHUSI BHECOCYIUCTBIM INeMOIM3 HE OKa3bIBAE€T U JOIOJIHMUTEIBHOIO JICYEHUS He
TpebyeT. B HacTosee BpeMsi K aHEeMHUUECKOMY CUHPOMY MAIMEeHT aAalTUpOBaH. TakuMm oopazom,
HECMOTPS Ha YaCTHUHBIN 3(pPeKT, pe3yapTaThl IPOBOJAUMOTO JICUCHHUS, 0€3yCIOBHO, MOYKHO CUUTATh
YZIOBJIETBOPUTENBHBIMU. Tepamnus 3Kyau3yMadoM B HACTOAIEE BpeMs POI0JIKEHA C KOHTPOJIbHBIM
o0clieIoBaHNEM B IMHAMUKE.

B nonymauum namuentoB HIIIT BcTpedaercst peaxo, 4acTo NPOSIBISAETCS CKPBITHO WM
COITyTCTBYET MpobiieMaM ¢ KpoBeTBopeHHeM. [103ToMy MeankaM BaykKHO ObITh BHUMATEIbHBIMH MTPU
BBISIBJIEHUM NPUYMH LIUTOIIEHUM HEU3BECTHOrO NMPOUCXO0KAeHHS. COBpPEMEHHBIE TUAarHOCTUYECKHE
MHCTPYMEHTBI, OCOOEHHO BBICOKO3()(peKTHBHAs MPOTOUHAS LIUTOMETPHUs, 0OECHEUMBAIOT TOYHOE
NOJTBEpXkKAeHUE auarHosza. Pa3paboTka TapreTHoil Tepanmuu (3Kynu3ymal) 3aMeTHO IOBBbICHIIA
IIaHCHI HA BBI3JIOPOBJICHUE U yiyuliuia camouyscTBue nanuenTos ¢ HIII. B 6ynymem mnanupyercs
yIOIyOJIeHHOE  M3YYeHHE  MOJEKYJSIPHBIX ~ OMOJOTMYECKMX  IPOIECCOB, NPUBOAALIMNX K
pacrpocTpaHeHHIO KJIeTok ¢ myTauueil B reHe PIG-A. Kpome Toro, npeacTout coziaHue HOBBIX
CIIOCOOOB JIEYEHHUS], @ TAK)KE COBEPLICHCTBOBAHUE CTPATETUI T€paIuy MpH PeIKOM OJHOBPEMEHHOM
passurtuu [THI" u apyrux Oosie3neit KpoBu.

3aki0ueHue

HactoAmmii KIMHWUYECKUM cCilydall II0Ka3blBa€T TPYJHOCTb JIUAarHOCTHUKU PEAKOTrO
3aboneBanus — 6one3nu HIIT'. V nanuenTa 46 ner nocranoska auarnosa HIII 3atsnynacek Ha 14 net.
[TocnenoBarenbHO OBUIM JUATHOCTHPOBAHBI TUIIOILIA3HsI KpoBeTBOpeHus, B12 nedpunutHas anemus.
BeposiTHo, y manuenTa mmena Mecto TpaHchopMaius JIETKOW (HOpMBI arjacTHYECKON aHEMHUU B

MaHupecTHyIo Kiaccudyeckyro HIII.
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