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1eav pabomut — onucamo cayuaii duacnocmuku opghannoeo 3a604e6anUss — NAPOKCUZMANBHOU HOYHOU 2eMOA00UHYDUY 8 KAUHUMECKOU
npaKmuke mepaneema Ha amoyAamopHoM npueme.

Mamepuaavt u memooot. [layuenmra Ill., 47 nem, 6 céa3u ¢ nocmeneHHvIM yeeauueHuem 6 00seMe HCUBOMA, NoAGACHUEM OMEK08 HOe,
Hapacmauuem 00blUKU, NOJCeAMEHUEM KONCU, NOS6AeHUEM PEOKUX, HO 00UAbHbIX HOCOBBIX KPOBOMeueHUl 00pamuiace 6 63 nOAUKAUHU-
ueckoe omodenenue I'bY3 «'Kb Ne 1 um. H. U. [Tupoeosa JI3M». boavhas 6biaa HeodnokpamHo eocnumanusuposara. Ilpu obcaedosanuu
8bl61€H OMEUHO-ACYUMUUECK UL CUHOPOM (8 C853U C YeM GbINOAHAN0CH OPEHUPOGaHUe OPIOWHOU noAoCmU ¢ d8akyayueli boaee 141 acyu-
MU4ecKoil HCUOKOCMU), 2eMOAUMUHECKas aHeMus cpeOHell CeneHy MAXNCeCMU, 8bipadiCeHHas MPOoMOOUUMONeHUs, NelKONeHUs, 3HaU-
MmenbHoe NOGblUIeHUEe MAPKEPO8 YUMOAU3A U Xorecmasa. B anaiuse mouu ommeuena maccusHnas maxpozemamypus, reikoyumypus. Hc-
KAIOUAAUCH CUCMeMHble 3a001e8aHUs COeOUHUMENbHOLU MKAHU, GUPYCHbIe 2enamumsl, OHKOnamono2us. Boinoanenst: 6uoncus nevenu
¢ NOCACOYIOUWUM MUKDOCKORUYECKUM UCCAe008AHUEM MUKPONDenapamog (8bia1eHbl NPUSHAKU HEeAAK0201bH020 Cmeamozenamuma
¢ meHdeHyuell Kk (popMupo8anur0 MoOHOA00YAAPHO20 UUPPO3a neveHu); npoodsl 041 OUaeHOCMUKU aymoumMMmyHHbIX 3aboreeanuil. [layuenm-
Ka 0bL1a KOHCYAbMUPOBAHA XUPYP2OM, 2eMAMOA02OM.

Pezyavmamut. B xode o6caedosanus duazHocmuueckas u Ae4eOHas KOHUENUUU MEHAAUC. Yuumbvleds HaIuvue MUKpoOaH2UONamu4ecKkoul
Kymoc-neeamuenoii anemuu, mpomooyumoneHuu, NOPaA3CceHus: Pa3uuHbIX 0p2anos8, 2AA6HbIM 00pA30M NOYeK, 3an0003peH AmunU4HbLi
eemoaumuro-ypemuyeckuil cunopom. IIpoeodunace mepanus ceexnce3amopoyceHHol naasmoil, naasmagepes. B cessu c negozmoscHocmoio
nposedenuss 0aHHOU mepanuu U3-3a pasgumus aA1epeU4ecKoll peaKyuu Ha 66e0eHUe C8elNce3aMOPONCEHHOU NAA3MbL, HAZHAUEH IKYAUZYMAO
900 me 1 pas  Hedenro GHymMpUBEHHO KaneavHo. JlocmueHyma noaodicumenbHas KAUHU4ecKas u 1a60pamopras OuHamMuKa (YMeHbuuAUCh
00biulKa, 604U 8 HCUBOME, NOBLICUACS YPOBEHb 2eMO2A00UHA, CHUBUACA OUAUPYOUH, HOPMAAUZ08AA0CH COOEPHCAHUE ACNAPALUHOB0U M-
HompaHrcpepasol u aaxkmamaoeaudpoeenasvl. Ha gone aeuenus eoinonnena ummyHogeHomunuyeckas OUAHOCMUKA HA NPeoMem Gbisi6AeHUs
NAPOKCUBMANBHOL HOMHOU 2eM02A00UHYPUU, NO360AUBUIAS NOOMEEPOUMb FMOM PeOKUll 8 KAUHUYeCKOoU npakmuke ouaeno3. Ilo dannbim
UMMYHOQEHOMUNUPOBAHUs nepugepuueckoll Kposu evisieaensl: spumpouumot mun I (nopmanvnas sxcnpeccuss CD59) — 1,2 %, mun 111
(noanwiii degpuyum CDS59) — 49,5 %, monoyumot ¢ depuyumom FLAER/CD14 — 83,4 %; epanynoyumoi ¢ degpuyumom FLAER/CD24 —
77,77 %. C yuemom msaxcenoeo mevenus 3a604€6aHUsl NO HCUZHEHHbIM NOKA3AHUAM NAUUEHMKA NPO00ANCAem MePanuio SKYyau3ymMabom
6 noddepaucusarouieii doze 1200 me npenapama, Kaxcovie 14 (+2) oueil.

3axarouenue. CeoespeMeHHAs 8biCOKOKBANUPUUUPOBAHHAS OUACHOCMUKA U COBPEMEHHbLI N00X00 6 mepanuu 0aHH020 3a004e6aHUsl 00e-
cneuunu y0061emeopumenbHblii Ucxod npoyecca y RAYUeHMKU ¢ YAVHUICHUEM KAUHUYECK020 COCIOSAHUS U OAa20NpUsSmMHbIM NPOCHO30M
051 300p08oA.

Karoueevie caosa: napoxcusmanvhas Hounas cemo2nobunypus, 6oaresnv Maprkuapaevi—Mukeau, 6oaesns IImprobunea—Mapkuagasei,
6onesnwv Tapaes, pedkoe (opghannoe) 3ab6onesanue, SKYAU3YMA0, UMMYHODEHOMURUPOBAHUEe nepupeputeckoli Kposu, gochamudusunosu-
moneaukan Kkaacca A, eeMoAumuKo-ypemuteckuii CUHOpom, mpomoomu4eckas MUKpoOaHSUONamus

Jls yumupoeanus: Maxwoips E. D., Hrnacapuose H. Q. Hounas napokcuzmanvras 2emonoounypus: nyms Kk ouaerosy. Kaunuyucem 2018;
12(3—4):56—61.
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PAROXYSMAL NOCTURNAL HEMOGLOBINURIA: THE PATH TO DIAGNOSIS
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The aim of study was to describe the case of diagnosis of orphan disease — paroxysmal nocturnal hemoglobinuria in clinical practice of the
therapist on an outpatient basis.
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Materials and methods. The patient Sh., 47 years, due to the gradual increase in the volume of the abdomen, the appearance of swelling of
the legs, the increase in shortness of breath, yellowing of the skin, the appearance of rare but abundant nosebleeds appealed to 63 polyclinic
N.1. Pirogov City Clinical Hospital Ne 1. The patient was repeatedly hospitalized. During the diagnostic search, additional research meth-
ods were carried out: evaluation of laboratory data in dynamics; x-ray of the abdominal cavity; ultrasound examination of the abdominal
cavity, kidneys and retroperitoneal space; computed tomography of the abdominal cavity; ultrasound examination of the pelvic organs; liver
biopsy followed by microscopic examination of micro-drugs; samples for the diagnosis of autoimmune diseases; immunophenotyping of pe-
ripheral blood. The patient was consulted by a surgeon, hematologist.

Results. In the course of difficult verification of such rare pathology, diagnostic and therapeutic concepts changed. The patient underwent
symptomatic treatment: drainage of the abdominal cavity with evacuation of more than 14 liters of ascitic fluid; therapy with fresh frozen
plasma; plasmapheresis. And only after positive clinical and laboratory dynamics during therapy with Eculizumab, immunophenotypic di-
agnosis was performed, that showed erythrocytes of type I (normal expression of CD59) — 1.2 %, type 111 (complete deficiency of CD59) —
49.5 %; monocytes with FLAER/CD 14 deficiency — 83.4 %, granulocytes with FLAER/CD24 deficiency — 77.77 %. On the basis of these
results, the diagnosis of paroxysmal nocturnal hemoglobinuria was established. Taking into account the severe course of the disease, accor-
ding to vital indications, the patient continues therapy with Eculizumab at a maintenance dose of 1200 mg every 14 (£ 2) days.
Conclusion. Timely highly qualified diagnosis, a modern approach in the treatment of this disease, provided a satisfactory outcome of the
process in the patient with improved clinical condition and a favorable prognosis for health.

Key words: paroxysmal nocturnal hemoglobinuria, Marchiafava—Michele disease, Strubing—Marchiafava disease, Harley disease, rare
(orphan) disease, Eculizumab, immunophenotyping of peripheral blood, phosphatidylinositol glycan class A, hemolytic-uremic syndrome,
thrombotic microangiopathy

For citation: Makhnyr E.F., Inasaridze N.O. Paroxysmal nocturnal hemoglobinuria: the path to diagnosis. Klinitsist = The Clinician

2018:12(3—4):56—61.

Beenexue

HeiHenrHee cocTosiHME Bompoca O IMalMeHTax ¢ op-
daHHOI1 Mmaroyiorneil pe3roMUpyeT NeBU3 KPYITHEHIIIEro
U cTaperiiero pecypca EBpornsl o peakuM 3a001eBaHUSIM
Orphanet, aBTOpOM KOTOPOTO SIBJISIETCSI OCHOBATEIbHULIA
noptana goktop CerojieH Aiime (Segolene Ayme): «Pen-
Kue 00JIE3HHU SIBJISIIOTCSI PEIKMMU, HO TIAIIMEHTOB C PEAKHU-
MU 3a00JieBaHUSIMU MHOXeCTBO» («Rare diseases are rare,
but rare disease patients are numerous») [1].

IMapokcusmanbHast HouHast remoryioouHypus (ITHT) —
YJIBTpapeaKoe KJIOHaJbHOE 3a00eBaHUe KPOBU, OTHOCS -
1eecst K TpyIne MpruoOpeTeHHBIX TeMOJTUTUISCKMX aHe-
MU, 00YCTOBJIEHHBIX HapyIIEHUSIMU (prKcaliuu 6eJKOB
Ha MeMOpaHax KJIETOK KPOBH BCJIEICTBUE COMATHUECKOi
MyTaluu B X-CLEMJIEHHOM reHe hocdaTuaUIMHO3ZUTOI-
rivkaHa knacca A (phosphatidylinositol glycan class A,
PIG-A) u xapakTepusylolilieecsi XpOHUYECKUM BHYTPHUCO-
CYIMCTBIM TEMOJIN30M, KOCTHOMO3TOBOI HEIOCTaTOUYHO-
CThIO, TTOBBIIIEHHBIM PUCKOM Pa3BUTHUS TPOMOOTUIECKMX
OCJIOKHEHMH, MOYEYHOM HETOCTAaTOYHOCTH U JIETOYHOI
TUTIEPTEH3UM M3-3a HEKOHTPOJIMPYEMOI aKTUBAIIUU CH-
CTEMbI KOMILIEMEHTAa.

B MKB-10 ITHTI" oTHOCUTCS K KJIaccy TeMOoJuThYe-
CKUe aHeMUU, pa3esry IpruoOpeTeHHbIe TeMOJIUTUIEeCKIE
aHeMuu U Kogupyetcs: D59.5.

B 2012 . B [Tocranosnenuu [1paButenscTBa PO ot 26
amnpens 2012 . ony0IMKoBaH nepeyeHb 24 peakux 3abone-
BaHUi, B KoTopslil Boiwia ITHT [2]. I[To naHHBIM aHaTU3a
KOJIMYeCcTBa U 00beMOB (DMTHAHCUPOBAHUS OOJILHBIX C Peji-
KUMU U opdaHHBIMU 3a00JIeBaHUSIMU B Hallleil cTpaHe
3a 2013 1., HauGoIbLINI 00beM (DUHAHCOBBIX CPEICTB ObLT
BBIIEJIEH Ha IUarHocTuky u jeuyeHue [THI, kotopslii co-
craBwi 840,67 mau pyoneit [3]. IIpenmonaraemas pac-

npoctpaHeHHocTh [THT Ha 2014 1, mo naHHbIM M. Preis
u C.H. Lowry, cocraBiseT okono 1,3 cayyasd Ha 1 MJIH
yesioBeK B ronyasiuuu [4]. Yale 60ae10T KeHIIUHBI, CO-
OTHOIIIEHUE MEXIY XEHIIMHAMM M MYXYMHAMHU PaBHO
1,2:1,0 [5].

BriepBbie naHHOe 3ab00eBaHKe ObUTO onvcaHo P. Strut-
ting B 1882 . B a10 ke BpeMs nsydyeHueM [THT 3anumarcs
annmiickuii Bpad G. Harley [6]. Ha3Banme «6ome3Hs Map-
kuadaBbl—Mukenu» [THI mosyyuna mocne omucaHus
B 1928 . 3TUMU yYEHBIMU F€MOJTUTUYECKOI aHEMUU C TI0-
CTOSTHHOU remocunepuHypueii. Heilmeier B 1959 r. npen-
JIOXXWJ Ha3bIBaTh ee aHeMuel [IITproouHra—Mapxkuada-
BHI [5].

CornacHo HalmoHa/lbHBIM KIMHUYECKUM PEKOMEH -
JalusiM o auarHoctuke v aedenuro ITHT paznuuaior 3 ee
OCHOBHBIE (DOPMBI:

1) knaccuyeckas opma, JUisl KOTOPO XapaKTepHO Ha-
JINYre KIMHUKO-1a00paTOpHBIX MIPU3HAKOB BHYTPHU-
COCYIMCTOrO reMoJin3a 6e3 Mpu3HaKoB APYTUx 3a00-
JIEBaHUI, CBA3aHHBIX C HEIOCTATOYHOCTHIO KOCTHOTO
MO3ra;

2) I1HI, BbIsIBASIeMast y MalMEHTOB C aIjlacTUYECKOU
aHeMUel, MUEJIOIUCIUIACTUIECKIM CUHIPOMOM WIIH C
Mueno¢hudpo3oM MpU OMpeaeeHUU KJIOHA KIIETOK
¢ [THTI'-dbenoTumnom B nepucepuyeckoii KpoBu;

3) cyoknuHuyeckass (opma 3aboJieBaHUS, XapaKTe-
pu3yloniasicss HaTMYMeM MUHOPHOTO KJIOHA KJIETOK
¢ ITHI'-deHOTUIIOM, OTCYTCTBHEM Yy IallUEHTOB
KJIMHUYECKUX 1 JTaOOpaTOPHBIX MPU3HAKOB TeMOJIH -
3a[7].

Ilean ucclienoOBaHUS: aHAIU3 U TIPEACTABICHHUE KITH-
Huueckoro ciaydyas [THI' — peakoro 3abosieBaHus B IpaK-
THKE TeparieBTa.
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Rnuxuyeckuii cnyyaii

boavnas IlI., 47 nem, nabarooaemces 6 63 noaukaunu-
yeckom omdenenuu I'BY3 «I'Kb Nol um. H.U. Ilupocosa
J3M». U3 anamnesa uzsecmuo, umo 6 ¢hegpanre 2014 e.
6 c6a3U ¢ 3Y0HOIl 004610 6 meueHue 2 Hed nayueHmKa npu-
Humana do 4 mabaemok npenapama kemanos. B mapme
2014 e. 6oabHas ommemuna ygeauueHue 6 obseme Hcueomad,
nosiéaeHue OMmeK08 HUMICHUX KOHeuHocmell U 00bluKU, No-
JcenmeHrue Koicu, noseneHue peokux, Ho 00UAbHBIX HOCOBbIX
kposomeuenuil. Ilo kanany ckopoii MeOUyUHCKOL NOMOuU
ovira eocnumanusuposana 6 I'bY3 «T'Kb No4 JI3M».

ObseKkmusHo: cocmosHue cpeoHell CmeneHy msajcecmu.
Hayuenmia noswviwennoeo numanus. KodxcHoie nOKpogol
u eudumble causucmole uxkmepuutol. Unpuiompayus noo-
KOJICHO-JICUPOBOIL KAeMYAMKU HA JcU80me. YmepeHHble omeKu
obeux cmon u HudcHux mpemeil obeux conenell. Tereaneusx-
masuu Ha Kodxce epyoHoll kaemiku. Yacmoma dvixamenvHoix
deuxncenuii — 20 6 munymy. Jvixanue 6e3uKynsapHoe, Xpunoe
nem. Tonwt cepdya npuenyuenst, pumm npasuaviutii. 4acmo-
ma cepoeyHvix cokpaueHuii — 88 yo/mun. ApmepuanvHoe
dasaenue — 130/80 mm pm. cm. H3vik 8raxcHblil, 0010%CeH
benabim Hanemom. XKueom yeeauuen 6 obseme 3a cuem acyu-
ma, msexuil, be3oone3nentolil. [leuenv nasbhupyemces Ha 2 cm
Huxce kpas pebeproil dyeu. Cene3eHka He NANbRUPYEMCA.
Cmyn oghopmaenHbiii, ceemao-KopuuHesnlii. Moueucnyckarue
c60000H0e, 6e300ae3nenHoe. luype3 cuuxcer 0o 200 ma/cym.
Cumnmom NoKoAaUUEaHUs OMpUYAmMenbHbill CNPAea U caeeq.

B kaunumeckom ananuze kpoeu: aeiikoyumot — 2, 7 mbic/MKA,
eemoenobun — 79 e/n, apumpouumol — 2, 1 moic/mMKa, 46emoeoil
nokazamens — 1,12, cpednuii obsem spumpouuma — 102 ¢a,
mpomboyumot — 32 moic/mxa, COB — 63 mm/u.

B buoxumuueckom ananuze kposu: ousupyour oouuii —
428 mrmonv/n, burupyour npsmoit — 368 Mkmons/a, obuuti be-
a0k — 51,2 2/n, anvoymun — 21,3 e/n, kpeamurun — 75 MKMOAb/A,
aranunamunompaucpepasza — 407 Ed/a, acnapmamamuno-
mpancpepaza (ACT) — 190 Ed/a, aakmamoeeudpoeenasa
(JIAT) — 777 Ed/a, coieopomouroe xcene3o — 8,7 MKMOAb/A.
Cropocmb kayboukoeoil usempayuu — 82 ma/mun/ 1,73 m?
no CKDEPI.

Koaeynoepamma: axmusuposanroe wacmuuroe mpomoo-
naacmunosgoe epems — 42,7 ¢, MeucoyHapooHoe HopmMaiu3o-
sanHoe omuowernue — 1,62, pubpunoeen — 2,4 2/n.

Anaausz kposeu Ha eupyc ummyHoleuyuma uenosexa,
cugpuauc, mapkepvl BUPYCHbIX 2eNAMUMo8 OMpPUYAMeENbHbL.
Tonumepasnas yennas peakuus ons evisenenus PHK eupyca
eenamuma G u JIHK eupyca TTV makuce danra ompuyamens-
Hblll pe3yabmam.

B obwem anmanuze mouu obpawjan ma cebs eHumaHue
MYMHbLI, MeMHO-KOPUYHesblll ygem, 0el0K 8 Koauvecmae
0,33 e/n, Haauuue AelKoyuUmoa, CnAOULb NOKPbIBAIOULUX NOS
3peHUs, 3HaUUmMenbHas 6aKmepuypus.

B ananusze mouu no Heuunopenko: neiikouumot — 30 moic.
6 nose 3perus, spumpoyumot — 2500, euaiuroswie YUAUHOPbL —
800, 3epuucmoix — 200, bakmepuypus, dHceauHvle NUSMEeHmMbL.

Konponoeus: 6e3 ocobennocmeil, peakyus Kana Ha cKpbol-
My Kpo&b ompuyamensHas.
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IIpu nposedenuu penmeeHoepaguu 0pearos epyoHoil
KAeMKU 04A208bIX U UHDUALMPAMUBHBIX MEHEll He 8blsI8AEHO.
Cunycot c60600Hbl. Tens cepdua He pacuiupena.

Y3HU opeanoe 6prownoii nosocmu u nouex: KOHmMypbl
neuenu posHvle, KpynHobyepucmole, pasmep A€ol 00auU
yeeauuer 0o 11 cm, npaesoii — 0o 21 cm, 3xX02eHHOCMb NOBbL-
weHa, cmpyKmypa 3Ha4umensHo HeoOHopoOHa. Buzyarusu-
DPYIOMCSL 04a208ble UBMEHEHUS N0 X00Y CIpPOMbL, 0COOEHHO
8 obaacmu eopom, pacnpocmpansiomcs Ha o00e 0doau
¢ yMeHbuleHueM 3xoeeHHocmu Kk nepugepuu. I[Ipomokosas
cucmema OuggepeHyupyemcs HA0X0, YEMKUX 04A208bIX
o0pa3oearuii He onpedeasemcs. lenamukoxonedox He pac-
wuper, 8U3yalU3ayus e2o KpaiiHe 3ampyoHeHa, npocéem
dugghepenyupyemcs Heuwemio: donegvie U ceeMeHMAapPHble
npomoku He pacuiupennvl. Konmypust nodcenyoounoi scene-
36l HEPOBHbBLE, pasmepbl 00blUHbIE, IXOLEHHOCHb NOGbLULEHA.
Bupcyneoe npomok ne pacwupen. 2Kuokocmu 6 carbHuko-
6oii cymke Hem. Ouaeogvle UBMEHEHUS OMCYMCMBYION.
Cenesenka ygeauuena 0o 15 x 8,5 cm, axocmpykmypa 00HO-
POOHAS, IX02EHHOCMb NOBBIUIEHA YMEPEHHO, 04a208ble U3~
MeHeHnus omcymcmeyom. Ilouku 6e3 ocoberHocmell.
B nuxcnux omoenax 6prowiHoil nosocmu u noaocmu Mano2o
mas3sa 60abuioe Koauuecmao c0000HOIL JcUOKoCmU. 3aKA0-
YeHue: NPUHAKU BbIDAICEHHO20 ACUUMA, 2enamome2ati,
MenK0y3108020 UUppo3a neveHu, OUup@y3HvlX uUzMeHeHUll
napexHxumol NO0NCENYO0UHOU Jceae3bl, YMEePeHHOU CRAeHO-
Meeanuu.

Ilocae KoHcyavbmayuu xupypea npogedena KomMnoviomep-
Has momoepagus opearos OPOWHOL NOAOCMU, NO pe3yab-
mamam KOmopoi RNPU3HAK08 Haiuuus 0A0Ka OMMmoKa
HCeNMU, MEXAHUUECKOU JHceamyxu, GHYMpUne4eHoYHol,
BHENEeUeHOYHOU, a MaKice 6HYMPUNPOMOK0BOI NAHKpea-
MUYeCcKoll eunepmensuu U s6AeHUll eunepmeH3uu 8 nop-
manwvHOU cucmeme He 8viséneno. Heodnopoonocms, «mo3za-
UMHOCMb» neppy3uu MKaHU neYeHu, 2enamomeeantiss Mo2ym
Obimb caedcmeuem 80CHANUMENbHO20 NPOUECCa 8 NAPEeHXU-
me. Ce0000Has JHCUOKOCMb 8 NOAOCMU MAA020 MA3d, OMeK
3a0pIOWUHHOU KAemuamKu.

Tlocmasnen 0cHOBHOI OUGRHO3: NeKAPCMBEHHbLIL 2eNaAMUm
8bICOKOI AKMUBHOCMU C 803MOICHbIM UCXO00M 8 UUpPO3
neuenu. Ocnodxcuenus: Illopmanvras eunepmensus. Omeuno-
acuyumuyeckuii cunopom. Cundpom xosecmasa. Keamyxa.
Xponuueckas neueHOUHO-KAeMOYHAsT HeAOCMAMOYHOCHb.
lemoppaeuueckuii cundpom. Tpombouumonenus. Jleiikonenus.
Tunepxpomnas maxpoyumapHas awemusi cpeoHell cmeneHu
msxucecmu. Tunoarvoymunemus. Conymemeyrouuii: Xporu-
yeckuil nueaoHegpum, cmaous 060cmpeHus.

B meuenue nocaedyroweeo mecaua nayuenmka Haxoou-
sace 6 mepaneemuveckom omoenenuu I'bY3 «'KB No4 JI3M».
3a 8pems HaX0XCOEHUS 6 CMAYUOHAPE NPOBOOUNOCH OPEHUPO-
8aHue OPIOUWHOLL noaocmu ¢ 38arKyayueil okoaro 14 1 memuoi
acyumu4ecKkoli HCUOKocmu, npu aHaiuze Komopoi amunu-
yeckue KAemiku He 0OHAPYICeHbl, BbisI8AEHO YMePeHHOe HAa-
auvue mezomenus, 70—80 apumpoyumos 6 noae 3peHus,
10— 15 neiixoyumos 6 none 3peHus.

Y3U opeanos manoeo masa: 6e3 ocobenHocmell.
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Ananus kposu na onkomapkepni: codepyucanue CA 125,
CA 19-9, pakosoeo ambpuoHanbHO20 aHmueera, arbgha-ge-
monpomeuna 8 npedeaax peghepeHcHbIX 3HaHeHUll.

Ilocae He3HauumenvbHo20 006eKMUBHO20 YAVHUICHUS Pe-
muccuu nueaoHeppuma nayueHmxa 0viaa 8bINUCAHA HA AM-
bynamopHoe aeyeHue ¢ peKomMeHOauusamuy oopauleHus K ea-
CMPOIHMEPOA02Y U NpuU HeobX00UMOCMU K 2eMamonoey.

Tem He menee canodbl y NAUUEHMKU 0CMABAAUCH NPediC-
Hue — 6ecnoKoUAU OMeKU HUICHUX KOHeYHOCMell, Nodiceame-
HUe cKaep, caabocmo.

lemonumuueckas anemus, mpomboyumonenus, unep-
ouaupyourHemus ObiaU pacyeHenbl KaxK nposiéaeHus CUHOpOMA
neueHoUHo-KAemouHol Hedocmamounocmu, u 6 mae 2014 e.
navuenmka 0biaa HANPasAeHa Ha OUONCUIO NeYeHU.

IIpu mukpockonuueckom Uccae0o8aHUU MKAHU NeYeHU:
KapmuHa HeanaKo0201bH020 CMeamo2enamuma ¢ meHoeHyuell
K (hopMuposanuio MoHoA0OYAAPHOC0 LUppo3a neveHu. Hnoekc
eucmonoeuyeckoil akmusnocmu no Knodell: 0—4—1—4 (9);
cmadus gpubposa 3—4.

B cea3u ¢ coxpanaroweiics mpexpocmicosoil yumoneHruei
(eunepxpomHas MakpoyumapHas aHeMus, BblPANCeHHAas
mpomoboyumonenus, AeliKoneHus) 601bHaAs KOHCYAbMUpo8a-
Ha eemamonozom. Pexomendosannuiii anasus kposu 045 8bi-
A6ACHUS AYMOUMMYHHbIX 3aboaesanuil: anmumena (AT)
K mumoxonopusam, AT k deycnupanvroii IHK, anmusodeproie
AT, AT k kapouoaununy (IgG, IgA), AT k nupyeamoekap-
ookcunazHomy komnaexcy mumoxonopuii (PDC/M2), AT
K yumosonvHomy anmueeny (LC-1), AT k pacmeopumomy
anmueeny neuenu (SLA/LP) 6viau ompuyamensvhole. Boaua-
HOUHbLI aHmMuKoazyaaum ompuyamenvruiil. [Ipodsr Kymoca
ompuyamenvhvle. Komnonenmot komnaemenma C3 — 1,4 e/a,
C4— 0,18 2/1, umo makice 3619€mcst HOPMAAbHbIMU 3HAYCHUIMI.
H nuws AT k B ,-enurconpomeurty Obuiu nogviuerst — 8,0 Eo/ma.

B aneape 2015 e. y 60abHOI nossuaucey xcanrobvl Ha 604au
ONOACHIBAIOUE20 XAPAKMeEPa 8 8ePXHUX 0MOeAax Hcusomd,
cucmemamuueckoe nocaabaernue cmyaa u usMeHeHue yeema
Mouu. B ambynamopHoix Yca08UsIX UCKAIOHEHbl XUPYpeUu4ecKkas
U OHKOA02U4ecKas namosaoaus. lanHoe cocmosiHue 0bi10 pac-
UyeHeHo Kak eemoaumuro-ypemudeckuii cunopom (alyYC)
Y NAYUeHmKU ¢ Yuppo3om nevenu, A8AAruuUics Kiaccuye-
CKUM 3a601e8aHUeM U3 epynnvl MpoMOOMU4ecKol MUKpo-
aneuonamuu (TMA).

B meuenue 2 mec 6oavHoll nposodusu mepanuio ceexce-
3AMOPOJNCEHHOU NAa3Moil (UH@Y3uU npeKpaujeHsvi 8 cesa3uU
¢ pazsumuem annepeudeckoil peakyuu), 3amem Ha 6aze I'bY3
«KB No 1um. H . U. ITupoeosa I3M» — naazmaghepes, komo-
Dblil NPEeKPauier 8 C8s3U ¢ NPopeccuposanuem KpanusHuLbL.

Cwmas 2015 e. 6 c6a3uU ¢ COXpAHAOWUMUCI CUMNIMOMA -
mu al'YC nayuenumke HazHauen 4-HedenvHblil HAYANbHbLI
yuka mepanuu axyauzymaoom (900 me 1 pa3 6 nedenro 8Hy-
MPUBEHHO KANeAbHO) ¢ NOAONCUMENbHOU OUHAMUKOIL 8 KAU-
HUYeCKOM COCMOSHUU: HAOAH0aAU YMeHbuleHUe 00blUKY
u 6oseil  Jcusome, HOPMAAUZAYUIO PU3UON02UYECKUX OM -
npaeneHuil, CHuMiceHue YposHs OuiupyouHa, HopMaru3ayuro
ACT u JIIT, a makice menoeHyur0 K NOGbIUEHUIO YPOBHS
2eM02100uHa.

Tlayuenmia no6mopHoO KOHCYAbIMUPOBAHA 2EMAMOA020M,
BbINONHEHO UMMYHODEHOMUNUPOBAHUE nepughepueckoil Kposu.
3akarouenue: umMmyHogenomunuueckas ouaenocmurxa ITHI —
apumpoyumsl mun I (Hopmanvhas sxcnpeccus CD59) —
1,2 %, mun III (noanwiii degpuyyum CD59) — 49,5 %; mono-
yumol ¢ Oepuyumom FLAER/CD14 — 83,4 %, epanynouumot
¢ Oepuyumom FLAER/CD24 — 77,77 %.

Ha ocnosanuu pezyrvmamog nposedernnoco obciedosa-
Hus duaeHo3 bvin nepecmomper. OcHogHoll duaeHo3: Tlapok-
CUBMANBHASL HOYHAS 2eMO2N00UHYPUSL, Kadccuveckas ghopma.
Tpombomuueckas MUKpoOaHeUORAmMUsl ¢ NOPANCeHUEM NOUEK
(ocmpoe nospescoerue nouex om 01.2015), newenu (uuiemu-
yeckoe nospexcoenue), nooxicesyO0oHHOU dcene3vl (ocmpblil
naukpeamum om 01.2015). Conymcmeyrowuii: Lluppos ne-
yenu, kaacc A no Yaiind—Ilvro 6 ucxode Heanko2oabHO20
cmeamoeenamuma. Ilopmanvnas eunepmen3us (omeku,
acuyum).

C yuemom msicenoeo meueHus 3a001e8aHuUs1 (8blpaiceH-
HbLU XPOHUYECKUL 8HYMPUCOCYOUCMbLI 2eMOAU3, aHeMUYe-
CKULI CUHOPOM,), HAAUMUEM MSAICENBIX COCYOUCHTbIX OCAONCHEHUI,
BbICOK020 PUCKA PA3BUMUSL HCUSHEYSPOUCAIOUUX OCAONCHEHU
nayuenmia npoodoadcaem mepanuio NPEenapamom SKYAu3ymad
6 nodoepacusarouyeil 0oze 1200 me kaxcovie 14 (+2) oneil.

06cyxnexue

[ToBblllIeHUE OCBEIOMJIEHHOCTH Bpayeil O CHMIITOMAax
ITHT u o mpoBeieHNY CKPUHUTOBBIX METOIOB TUATHOCTH -
KU Y TTAallMEHTOB C BLICOKMM PpUCKOM BbisiBjieHUst [THT —
BaXXHasl 3ajaya Ui 30paBOOXpPaHEHWS BBUAY BBICOKOM
JIETaJIbHOCTU, COMPSIKEHHON C TPOMOO3aMU.

Tem He MeHee TepmuH ITHI He coBceM cornacyercs
C MaTOTe€He30M M KJIMHWYECKON KapTUHOU JaHHOro 3a-
OosieBaHMS. Y YacTH MallMEHTOB MAaCCHBHAsI HOYHAs FeMO-
[JTOOMHYpPHS BOBCE OTCYTCTBYET, Y OCTaJIbHBIX HOCUT Tepe-
MEXXaloILIMICS XapaKTep.

Cytp natorenesa ITHI coctouT B HapylieHUU pery-
JISSUMU CUCTEMbI KOMILIEMEHTa Ha (poHe coMaTUYeCcKOu
MyTtauuu reHa PIG-A, pacnionaratoiierocsi B X XxpoMOCOMe.
JlaHHBIA TeH HeoOXOmWM Il CUHTE3a OJHOMMEHHOTrO
[JIUKOJIUITMIA, TIPENSITCTBYIONIETO (DYHKIIUM KOMITJIEMEH-
Ta. Ero orcyTrcTBME Ha MOBEPXHOCTU MPEXIE BCErO PU-
TPOLIUTOB, a TAKXXE TPAHYJIOLIMTOB U TPOMOOILIMTOB MpPU-
BOJUT K HapylleHHuIo (ukcanuu Ha MeMOpaHe 3TUX
KJeTok KpoBu CDS55, yckopsitoiero MHaKTUBalUo KOM-
IUIEMEHTA B yCJIOBUSX alliao3a. Pa3zBuBatomuiics B utore
OIKMCAHHOTO MaTOJOTMYECKOro Kackaaa mpolecc MpruBo-
JIAT K BHYTPUCOCYIUCTOMY JIU3UCY SPUTPOLIUTOB, HEATPO-
(uI0B ¥ TPOMOOLIMTOB, YTO U OOYCIOBIMBAET OPraHHbIE
TPOMOOTUYECKUE MOPAXKEHUS U BBICOKYIO JIETATbHOCTb.

ITono6HbIE KIMHUYECKUE CUMITTOMBI M CXOXMUIA IMaTo-
rene3 umeet al'YC npu TMA.

ITopaxxeHre MUKpOLMPKYIATOpHOro pycia mpu TMA
00YCJIOBJIEHO OT€KOM 3HIOTEJMOIIMTOB, UX OTCIOMKOM
OT 6a3abHOM MEMOPAHBI C pacIIMPEHUEM CYOIHIOTEIN-
QTBHOTO MPOCTPAHCTBA U HAKOIUIEHWEM B HEM aMOP(MHOTO
MeMOpaHorogooHoro Matepuana. Kimmnuuecku TMA, kak
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u ITHI, nposieisieTcst TpoMOOIIMTONEHUEH, pa3BUBAIOILICHCS
Ha ¢oHe oOpa3oBaHUS TPOMOOB, coiepKalluXx TPoOMOO-
LIUTHl U (pUOPUH, YTO MPUBOAUT K OKKJIO3UU IMPOCBETA
cocyza, BbI3bIBasl pa3BUTHE UIIIEMUM OPraHOB U TKaHEH.
Taxcke g TMA xapakTepHO HaJluurMe MUKPOAHTHOMAaTU -
yeckor remosiuTuyeckoii KymOc-HeraTMBHON aHeMUU
(MexaHWYeCKUil TeMOoJIN3) U MopaXeHue IIaBHbIM 00pa-
30M II0YEK M OPraHOB XEeJyAOYHO-KHUIIEYHOTO TPaKTa,
yTo He npotuBopeunt auarHo3y ITHI. Bonee toro, B oT-
€4ECTBEHHO! 1 3apy0eKHOU MenuIIMHE BCEM MallueHTaM
C TPOMOO3aMHU B COYETAHUM C IIUTONIEHUSIMU WJIKM BHYTPU-
COCYIUCTBIM T'€MOJIU30M, HESICHBIMU LIUTONIEHUSIMU, Te-
MOJIUTUYECKOI aHEMUEN ¢ OTpuLiaTeIbHOM poboii Kymoca
noka3aHo npoBeneHue ckpuHuHra Ha [THT. B kiuHuye-
CKOIl KapTUHE Hallleil MallMeHTKU prcyTcTBoBaI TMA,
al'VYC, orpunarenpHas npoda Kymoca [8].

al'VC, unu «komrneMeHT-onocpenoBaHHass TMA», —
KJ1accuyeckoe 3abosieBaHue rpymnisl TMA.

B Hacrosiiiee BpeMsl yCTaHOBJIEHO, YTO TEHETUYECKUE
aHOMAJTUM KOMITJIEMEHTA SIBJISTIOTCSI HE MPUYUHOM, a pak-
TOpPOM, TpeapacnoiaralomuM K pa3putuio TMA, B oT-
Jsuuue ot [THI, npu KoTopoit foKazaHO HATMYKUe MyTallui
reHa PIG-A. B pa3putuu win nporpeccupoBaHuu al'YC
OCHOBHYIO POJIb UTPAIOT TPUITEPhI, AKTUBUPYIOIIUE CUCTE-
My KomruieMeHTa. [TogoOHbIMU MHULMUPYIOIIMMU (haKTO-
paMu CIyKaT MHGMEKIUN AbIXaTeIbHbIX MyTeH U XKeJTya04-
HO-KuIIeyHoro TpakTa, rpuni HIN1, 6epeMeHHOCTb.

Y 6onbiimHeTBa maiueHToB ¢ al ' YC nMeeTcst BbIpakeH-
HbII OTEYHBII CUHAPOM C MACCUBHBIMM TleprU(hepruIeCcKUMU
OTeKaMM, BIUIOTh O Pa3BUTUS aHACAPKU U TOJIMCEPO3UTA.
TTomo6HBIE CUMIITOMBI BBISIBISIMCH U Y Halllei MalueHT-
KU — JIJIS1 pa3pellieHus acliuTa ObLI0 3BaKyrUpOBaHO OKOJIO
14 1 acuuTHYecKoi Xuakoctu. [IpruurHON OTEKOB SIBJSI-
eTCsl Pe3KO TMOBBILIEHHAs] COCYAUCTasl MPOHUIIAEMOCTb,
uHaynuposaHHas C3a u C5a KOMIOHEHTaMU KOMITJIEMEH -
Ta yepe3 OCBOOOXAEHUE OOIBIINX KOJIMYECTB TUCTaMUHA.
HopmanbHblii moka3atenbr C3 He UMCKIIOYAeT OMarHosa
al'YC, a BbISIBJIEHHOE CHUXKEHUE 3TOr0 KOMIIOHEHTA KOM-
TUTEMEHTA MOXET CIYXKUTh TOMTOJTHUTEIbHBIM apTyMEHTOM
B MOJIb3Y TOrO AMarHo3sa [8].

OCHOBHBIM MPOSIBIIEHUEM BHYTPUCOCYTUCTOIO FeMOJIN3a,
YIPOXAIOIIVM XW3HU MalEHTOB, SIBJISIOTCS TPOMOO3bI pa3-
JIMYHOM JIOKTU3AIMU. 3a4acTylo K KIMHUYECKOW KapTUHE
TpoMOO030B, KaK 1 ObLIO MPEACTaBIEHO B ONMMCAHHOM KJIMHU-
YECKOM MpUMepe, MPUCOSTUHSIOTCS CUMITTOMBI AebuiidTa
xeJie3a Ha (DoHE XpOHUYECKOTO BbIBEIEHUS XKeJie3a C MOYOI.

«30510ThIM cTaHAapToM» auarHoctuku [THT sBnsiercs
npoToyHas utomMeTpusi. CyTb TaHHOTO METO/Ia 3aKIova-
€TCSd B aHajJiu3e CYOIOIyJSIIMOHHOIO COCTaBa KJETOK
nepudepruvecKoit KpOBU — 3PUTPOLIMTOB, IPAHYIOIIUTOB
1 MOHOLIMTOB. [IpoTOyHas LIMTOMETPUST TTO3BOJISIET BbI-
SIBUTh MAlIMEHTOB, UMEIOIIMX B MepU(epruIecKoil KpoBU
KkJeTku ¢ aepunuroM PIG-A, 4to sgBsieTCs IJIaBHBIM OT-
JMuuTeIbHbIM TpusHakoM ITHT. JIuib mpoToyHas LuTo-
METpUS MO3BOJIIET MPOBECTU TOYHYIO MIEHTU(UKAIIUIO
MaTOJOTUYECKOro KJI0oHa KJeTok [9, 10].
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ITHT, xaxk u al'YC, — 3abosieBaHUs ¢ TTOJUOPTaHHBIM
MOpaXeHNUeM U HYXIAIOTCS B MYJIBTUAMCUUTUIMHAPHOM
roaxozae. BaxkHO CHU3UTH BpeMsl TUarHOCTMKM, TEM Ca-
MBIM YMEHBIIINTh CTPECC, CBSA3AHHBINA C 3TUM IIPOIIECCOM
JIJIS TIALMEeHTOB. Y Hallleit 00J1bHOM AMarHo3 ObLT yCTaHOB-
JIEH TI0CJie TOAMYHOro O0C/IefOoBaHUsI, HECMOTpPSI Ha TO,
YTO OHA BXOAuWJa B rpymimy pucka BoisiBaeHust I[THI.

CormracHO KJIMHUYECKUM PEeKOMEHIALMSIM I10 Jva-
rHocTuke u JeyeHuto al'YC, B ciyvasax HeapheKTUMBHOCTU
IJ1a3MOTepaniy, Pa3BUTUU HeXelaTeJbHBIX peaKIuil
B Mmpoluecce IaazMoTepanuu (y Hallei malueHTKU Mpo-
rpeccupoBaia ajJjiepruyeckasi peakius) cienyeT Ha3Ha-
YyaTh 3KYJIU3yMald, uTo 1 ObLI0 caenaHo [8].

B mocienHue ronbl 3KyIM3ymMad ¢ yCTIeXoM ITPUMeEHsI -
10T 17151 naToreHeTudeckoi Tepanuu ITHI, yto ckioHuno
TPOBECTU MPOTOYHYIO IIUTOMETPUIO U BEPUDUIIMPOBATH
JINarHo3.

OKynu3ymad — peKOMOMHAHTHOE TYMaHU3UPOBAHHOE
MOHOKJIOHaJIbHOEe aHTUTeN0 Kiacca IgG kK C5 KoMIoHeH-
Ty KoMmIuieMeHTa. [1penapat 61okupyeT pacuerieHue C5
Ha C5a u C5b, yTo npensiTCTBYyeT 00pa3oBaHUIO MeMOpa-
Hoartakywouiero komriekca C5b-9 u moaasisier mpoBoc-
MaJuTeJbHOE, MPOTPOMOOTUYECKOE U JIMTUUECKOE Aeii-
CTBUS KOMIUIEMEHTa, IIpeAoTBpallas MOBpeXIeHUE
SHIOTEIVsI W TIpeKpalast Mpolecchl MUKPOLIMPKYISITOP-
Horo Tpom0ooOpa3zoBaHus. [IpuMeHeHUe 3Kyau3ymada
MPUBOIUT K 00paTHOMY pa3Butuio TMA. biokupys Tep-
MMHaJIBHBIN KOMITJIEKC KOMIUIEMEHTa, 9KYJIU3yMad co-
XpaHSeT MHTAaKTHBIM NPOKCHMaJbHOE 3BEHO KackKana
KOMIUIEMEHTa, 4YTO KpalilHe BaXXHO ISl OICOHM3ALIUU
MMKPOOPIaHU3MOB M KJIIMPEHCAa UMMYHHBIX KOMILIEKCOB
[8]. OnHako aeUIUT TEPMUHATIBHOIO KOMIIOHEHTA KOM-
TJIEMEHTA COMPOBOXAAETCS MOBBIIIIEHHOW YyBCTBUTEIb-
HOCTBIO K pa3BUTHIO MHGMEKIINI, BEI3BIBAEMbIX MHKATICY-
JIMPOBAaHHBIMU MUKPOOPTaHU3MaMU, TJIABHBIM 00pa3oM
K MEHMHTOKOKKOBOW WH(pekiuu. [ToaTomy mo Hauama
Tepanuy IIperapaToM ITOKa3aHa BaKIIMHAILMS ITTPOTUB
Neisseria meningitidis. HauanbHast Tepanust: 600 Mr BHY-
TPUBEHHO KarleJIbHO Ha (DM3MOJIOTHIEeCKOM pacTBope 1 pa3
B Hezemo (KOHILIEHTpalys Ipenapara 5 Mr/min) — 4 Hen,
900 mr — Ha 5-11 Henene, nanee — 900 mr kaxable 14 qHeit
anutensHo [9, 10].

OpranuzoBaHa MexayHaponHasi rpymma Mo usyye-
Huto ITHI. Muccust naHHON opraHM3alUKU 3aKJIH0YaeTCs
B paciuupeHuu 3HaHuit o ITHI, ee pacnpocTpaHeHHOCTH,
a TakKe B TIOMCKE TyTeil onTUMU3aluyd paHHe! JuarHo-
CTMKU U JIeYeHUsI nalueHToB ¢ nuarHo3oM ITHT [11].

M3BecTHO, YTO IPOAOKUTETBHOCTD KU3HU OOJIBHBIX
ITHT moxet konebatbest oT 1 no 30 neT u 6onee (B cpen-
HeM 10 net). TlpumepHo 25 % OONBHBIX XUBYT OoJiee
20 net. ITo nanusiM M. Bessler u P. Hillmen, octpsiii nefi-
KO3 pa3Bwics y 3 u3 366 GoabHbIX. [IpnuniHa cMepTH —
yale BCero BEHO3HbIe TPOMOO3bI M UX OCJIOXHEHUSI, pe-
Xe — OakTepuaibHble MH(Mpexkuuu. B peakux ciayyasx
HaO0JII01aeTCsI IMOTHAs PEMUCCHS 1 1axKe BhI3IOPOBICHUE
[10, 12].
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