JTETCKOU
'EMATOJIOT'MM u1 OHKOJIOT'U

4 206 1m0

JluarHocmuka u nevyeHue napoKcu3manbHoil HouHoii remornoGuxypuu
Y Aemeii: KNuHU4ecKue Habniofexus

B.H. Tumodeena
T'Y3 «Yavanosckas obnacmuas demckas KauHu4eckas 60AbHUUA UMEHU 00UeCmMB8eHH020 U NOAUMUYECK020 desmens YabaHo6cKoll
oonacmu F0.D. lopauesa»; Poccus, 432011, Yavanosck, ya. Paduwesa, 42

Konmaxmmuuvie oannvie: Barenmuna Huxonaesna Tumogheesa vntimo68@mail.ru

Tapoxcuszmansnas nounas eemocnobunypus (ITHI) y demeii ecmpeuaemcs pedice, yem y 83pocavix, 00HAKO 0451 KAUHUHECKOU KapmuHbl
XapaKkmepHul me dice CUMNMOMbL U OCAONUCHEHUSsL, YMO U Y 83POCA0L NONYASUUU nayuenmos. Y demeil HaOAI00QAIOMCS XPOHUHECKULL 2eMOAU3,
mpom603bl, 604U 8 Hcusome, UHPEKYUOHHbIE OCAONUCHEHUS, YMOMAAEMOCMb, CHUMNCeHUe Kavecmaa dcusnu. IIpu smom ocobennocmoio ITHI
y demeli si6A51emcsl NpeumyulecmeeHoe covemanue 3a001e8aHuUs ¢ HapyueHUsamMU QYHKYUU KOCMH020 M032a (Yauje ce2o anaacmu4eckoi
auemueil) u OMHOCUMENbHAs PeOKOCIb 2eM02A00UHYPUU, YO MOJICem 3ampyOHsIMb CB0e8PeMEeHHYI0 NOCMAHOBKY duaeHo3a. Hccaedosanue
Kpogu memooom npomo1HoL yUmomempuu no3goasem YCmaHogums moutbslii 0uazhos, a epynnul pucka 0as evisenenus [THI onpedenenvi
6 MmedcOyHapoouvix pekomenoauusx. Ceoeepemennas OuazHOCMuKa 3a001e8aHUsS BANCHA O 8bI00pa MAKMUKU AeYeHUsi U NPOcHO3A
3aboaesanus, u npuobpemaem ocoboe 3HaueHue ¢ NOABACHUEM 03MOICHOCMU HA3HAYEHUS NAMO2eHeMU1ecKol mepaniu A1eKapcmeeHHbIM
npenapamom dKyAU3yMao. Ikyauzymab s6as1emcsi yMaHu3upo8aHHbIM MOHOKAOHANbHBIM AHMUMEN0M, KOMOpoe UHeUOUpyem aKmueHoCms
cucmembl Komniemenma u npedomepauiaem pazeumue XpOHUYecKkoeo eHympucocyoucmoeo eemoausa npu I[IHI. B kaunuueckux
uccnedoganusx noomeepicoensl dpgexmusHocms u bezonacHocms skyausymada ois aewenus [IHI kak y e3pocavix, mak u'y demeil.
B cmamve npedcmasaen cobcmeentblii onvim @viseaeHus U aewenus 2 nayuenmog demckoeo go3pacma ¢ ITHI na 6ase Obaacmmoii demckoi
KAUHUYeCKOU 00AbHUUbL 2. YAbAHOBCKA.
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Diagnosis and treatment of paroxysmal nocturnal hemoglobinuria in children: clinical cases

V.N. Timofeeva

Ulyanovsk Regional Children's Clinical Hospital named after a public and political figure of the Ulyanovsk region Yu.F. Goryachev;
42 Radishcheva St., Ulyanovsk, 432011, Russia

Paroxysmal nocturnal hemoglobinuria (PNH) at children presents at children rarely in comparison with adults, but clinical presentation
characterized by the same symptoms and complications like at the adult population of patients. Children present with chronic hemolysis,
thrombosis, abdominal pain, infection complications, fatigue, decreasing of quality of life. In this case, the feature of PNH at children is
predominant combination of diseases with bone marrow failure (most common, aplastic anemia) and relatively rare hemoglobinuria, what
can complicate in-time diagnosing. Blood testing with the help of flow cytometry allows establishing diagnosis and risking groups for PNH
determination presented in the international guidelines. In-time diagnostics of diseases is very important for treatment tactics chosen and
prognosis, and gain the high importance with the appearance of possibility of pathogenetic therapy by eculizumab medication. Eculizumab is
the humanized monoclonal antibody which inhibits the activity of complement system and prevents development of chronic intravascular
hemolysis in case of PNH. Effectiveness and safety of eculizumab were proven in clinical studies both for children and adults. This article
presents own experience of treatment of 2 children with PNH on the base of Uliyanovsk Regional Clinical Hospital.
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TUAMIIMHO3UTONIOBOTO ('®I) sIKOpst, KOTOPBIiA (DUKCUPYET
I'®U-cBszannbie 6enku, B yactHoct CDS5 u CD59, Ha

IMapoxcusmanbHasg HouHas remoriaoounypus (ITHT) —
3TO peaKoe MPUOOPETEHHOE KIIOHAIBbHOE 3a00J1eBaHIE KPO-

BM, PacIpOCTPaHEHHOCTh KOTOPOTO COCTaBIsIeT 8—16 ciy-
yaeB Ha | MJTH HaceJIeHMs1, a 3a00J1eBaeMocTh — 1,3 ciyyas
Ha 1 MaH B ron [1]. [MTpuuunoii [THT siBisieTcst KiioHanbHas
SKCIAHCUSI TeMOITO3THYECKUX CTBOJIOBBIX KJIETOK C ITPUOOG-
peTeHHOol comaTuyeckoi myraiueii reHa PIG-A, B HopMme
KOIMPYIOLIETO CUHTE3 YIJIEBOIHOM YacTu IUKo3uiapocda-

TMOBEPXHOCTU IPUTPOLIUTOB [2]. BBHITTOIHSS pojb MHTUOM -
TOPOB KOMIUIEMEHTA, 3TU OCIKM 3allUIIAaI0T SPUTPOLIUTHI
OT KOMILJIEMEHT-OIIOCPEIOBAHHOIO I'eMOJIM3a, OJIOKUPYS
(dopMupoBaHUe MeMOpaHOATAKYIOIIEro KOMIUIeKca Ha T0-
BEPXHOCTHU KJIETOK [3]. OTCyTcTBHME B pe3yabraTe MyTalliu
I'®U-sikopeii u coorBeTcTBeHHO CD55 1 CD59 Ha rmoBepx-
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HOCTY 3PUTPOLIMTOB IIPUBOIUT K Pa3BUTUIO XPOHUYECKOIO
KOMILJIEMEHT-0I0CPEI0BAHHOTO BHYTPUCOCYIUCTOTO FeMO-
ym3a; mis [THT xapaktepHbl aHeMUsl, PETUKYIOLMTO3, M0~
BBIIIEHUE YPOBHS JakTataeruaporeHassl (JIAI) u Hemps-
MOTo OMJIMpYyOMHA, HU3KAast KOHLIEHTPALMsI CBIBOPOTOYHOTO
ranToryioonHa, oTpulaTesibHas mpoda Kymoca. dakTopsl,
YCUJIMBAIOIIME aKTUBALIMIO KOMIIEMEHTa, — MHMEKIINHU,
XUPYPIUYECKKUE BMEIIAaTeIbCTBA, MHTEHCUBHAS (pU3MIecKast
Harpyska, TpaHchy3uu KpOBU, MOTYT IIPOBOIIMPOBATh Ha-
pacTaHye reMoJIn3a U IIPUBOIUTH K YXYAIICHUIO COCTOSTHUST
nmaimueHTa [4].

OnHuM U3 Harbosee onacHbIx ocoxHeHui [THI sB-
JISIIOTCS TpOMOO3bI (BEHO3HbIE M apTepuabHbIE) caMmoii
pa3zHOOOpa3HOI, YaCTO HETUITMYHOI JTOKaIM3alU1; BEHbI
HIDKHUX KOHEYHOCTEH, ITeYeHOUYHbIE, MEe3eHTepHaIbHbIE
U IpYyTHUe BEHbI, TPOMOO3MOOIMS JIETOYHOM apTepuu, Ha-
pYILIeHEe MO3TOBOT0 KpOoBOOOpaIleHUs U MH(MAPKT MUO-
Kapaa. Yacrora pa3BUTHUSI TPOMOOIMOOIMIECKUX OCTOXK-
nennit mpu ITHI cocraBnser 29—44 % [5, 6], a mons
B CTPYKType cMepTHOCTH gocturaer 67 % [7]. Tpom6o3
Pa3IMYHBIX BeH (TTeYEHOUHOI, OpbIKeeUHOI, TOpTaJbHOI
U JIp.) HEPEAKO MPEIIICCTBYET Pa3BUTHIO APYTUX IIPOSIBIIC-
Huil 3a0oneBaHus [8]. [IpUYMHBI TTOBBIIIEHHOTO pUCKa
TpoMOooOpazoBanus ripu [THI BkitouaroT B ce0st akTHBa-
LIMI0O TPOMOOIIMTOB, OMOCPEIOBAHHYIO KOMILJIEMEHTOM,
HUCTOIIEHNEe YpOBHS MOHOOoKcuaa a3ota (NO) nox aeict-
BMEM CBOOOJHOrO reMOIIOOMHA, SHIOTEIUATIBHYIO JIMC-
(YHKLMIO U aKTUBaLMI0 TpoMouHa [7]. [MageHue KoHLeH-
Tpauun NO, KOTOpPBI CBSI3BIBAETCS CO CBOOOMHBIM
reMOIJIOOMHOM, TAKXKe COIPOBOXKIAETCS AUCTOHMUEH TIaI-
KX MBI ¥ BA30OKOHCTPUKIIMEH, YTO BbI3bIBAET HAPYIIIE-
HME MUKPOLIMPKYJISILIMM 1 OITPEIEIISET MOSIBJICHNUE OBIIIKH,
JIETOUYHOI TUMIEPTOHUHM, Archaruu u doseit B skusote [7].

VY 64 % nauuenros ¢ [THI pa3BuBaeTcst XxpoHUYeCKast
00JIe3Hb MIOYEK B PE3YJIBTaTe TOKCUYECKOTO JACMCTBUSI CBO-
0OHOI0 reMOIJIO0MHA, KOTOPBIil BHI3BIBAET HAKOILICHUE
TreMOCHIEPUHA, TYOYJOMHTEPCTULIMATIBHOE BOCIAJICHUE
u ToBpexxaeHue moyek [9]. IlopaxkeHue moyek OoOBIYHO
rnporpeccupyet u B 8—18 % ciyuyaeB sIBIII€TCS HEITOCPE -
CTBEHHOI MpuunHOi cmepTu 6onbHbIX [THI [10].

ITpu nomo3penun Ha [THI" MeTox mpoTOYHOIT LIMTOME-
TpUU TIO3BOJISIET YCTAHOBUTH TOYHBIM auarHo3 [11].
[IpoToyHast IUTOMETPUs MO3BOJISIET HE TOJBKO MIECHTHU-
GULIMPOBATSH MOIMYJISILIUIO KJIETOK ¢ Aeduiutom DU -cBs-
3aHHBIX OCJIKOB, HO M OIPEICIUTD IIPOLIEHT MaTOJOTHYE-
CKUX KJIETOK M OTAEJbHBbIC MOIYJSILUNA C pa3IndHOR
crerieHblo geunnra MU -cBa3aHHBIX OEJIKOB, 0COOEHHO
Ha spuTpouuTax. B Tabnuie mepeuncieHbl COCTOSIHUS,
KOTOpPbIEC B COBPEMEHHBIX PEKOMEHIALIMAX paccMaTpUBa-
J0TCS KaK MmokKaszaHus K ckpuHuHry Ha [THI [12].

ITHT y neteit BcTpeuaeTcs pexe, YeM Y B3pOCIbIX, TEM
He MeHee 3a00JIeBaHKe MOXKET Pa3BUTHCS B IETCKOM (Yalle
noapoctkoBoM) Bo3pacte [13]. I1posasiaenus [THT y nereit
CXOIHBI (XpOHUYECKUIT TEMOJIN3, PELUANBUPYIOLINE TPOM-
003bl, HEIOCTATOYHOCTh KOCTHOI'O MO3Ta, 00JIb B XKUBOTE,
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Kaunuueckue nposenenus, mpedyrowue npogederus ckpururea Ha ITHI

* BHyTpuCcOCyIMCTBI TEMOJIN3 — TEMOTJIOOMHYPHSI MJTU ITOBBIIICHUE
YPOBHSI TeMOTJIOOMHA B TIa3Me

* HeoObsICHUMBI reMoJIn3 B KOMOMHAILIUM C OTHUM U3 [S)(S914%(0211870,¢
TIPU3HAKOB:

— neduimT xenesa

— 00JIU B >KUBOTE

— TpoM0603

— IPaHyJIOLIMTONICHUS W/UJIY TPOMOOIIUTOIICHUS

» Jlpyras npuobpereHHas KyMOc-HeraruBHasi reMOJIMTUYECKAs aHe-
Mus (63 MIM30LKMTOB B aHAIN3€ KPOBH, HE CBSI3aHHAS ¢ MHMEKIIUSI-
MHU)

* Tpom003 ¢ HEOOBIMHBIMU TIPOSIBIICHUSIMU:

— HeoObIYHasl JJOKaIU3alKs: TIeYeHOYHbIe BeHbI (cuHapoM ban-
na—Kwuapu), npyrue BHYTpUOpPIOUIHbIE BEHbI (MTOpTajlbHasi, Ceje3e-
HOYHas1, YpeBHasl), LlepeOpaIbHbIe CUHYChI, KOXHbIE BEHbI

— TIPU3HAKKM COIYTCTBYIOLIEH TeMOTUTHYECKOW aHEeMHUU (CM.
BBILLIE)

— HEOOBbSCHUMAST ITUTOTICHUST

° HpI/ISHaKl/I HEIOCTAaTOYHOCTHU KOCTHOI'O MO3ra:

— TpeArnojiaraeMasi WM JIOKa3aHHas arulacTuyeckasi aHeMMs
(AA)

— Muenomucrmactuyeckuii cuaapoMm (MJC): pedpakrepHast
HuToneHust ¢ 1, 2 win 3-ITMHEeHOM AUCITIa3ueil, TUITOMIACTUYECKUM
Bapuant M/IC

— APYrve LUTOTICHUU HESICHOM 3TUOJOTUN

YTOMJISIEMOCTD U T. [.) C TAKOBBIMHU Y B3pOCbIX. OCcOOCH-
HOCTbBIO TeUeHHUsI 3a00JIeBaHUSI Y AETEH SIBISIETCS rOpas3io
oonee yactoe coueranue [THI ¢ cunapomoM HemocTaTou-
HOCTHU KOCTHOTO Mo3ra (AA, pedpaktepHasi IUTOTIEHUS),
B TO BpeMsl Kak reMOIJIOOMHYPHSI OTMeUaeTcst pexe, Mod-
TOMY JTMarHo3 3a4acTylO0 YCTaHABIMBAIOT C OTIO3MAHUEM.
TpomM003bI pa3BUBAIOTCS TIPUMEPHO Y KaXKIOT0 5-TO pedeH-
ka c [THI [14].

IMpuBoaum 2 knuHudeckux Haodmonenus: [THI, quar-
HOCTUPOBAHHOH B MOJIPOCTKOBOM BO3pacTe.

boavnas C., 12 aem, enepsvie nocmynuaa 6 omdeneHue
eemamonoeuu 04.06.2009 ¢ xcarobamu na caabocmo, 6s-
A0CMb, HCEAMYUHOCTND KOXCU U CKAED, NOMeMHeHUe MOUU.
IIpu obcnedosanuu evisiénensvr anemus (cemoenodun — 79 2/,
apumpovumot — 2,8 x 10'2/n), pemurysoyumos, yeeauuerue
ckopocmu ocedanus apumpouyumos (CO2) do 45 mm/4, co-
depoicanus obweeo buaupybuna (59,4 mkmons/n) u ymepenroe
noevlueHue aKkmueHocmuy amurompancgepas (6 2,5 pasa no
CPABHEeHUK ¢ 6epXHell epanuyeil HopmblL). B moue onpedens-
AUCH IPUMPOUUMDL U eOUHUYHBIE NCTKOYUMbL 8 NOAe 3PeHUS.
Boinoanena 6uoncus kocmuoeo mozea: oaacmot — 0,2—0,4 %,
KAeMOUHOCMb COXPAHEHA, 2UNepnaAasus KPAacHoeo pocmKa.
Yuumvieas eozpacm nayuenmku, obcyxcdancs duaenos Ha-
credcmeenHoll eemoaumueckoil anemuu. [Iposodunacy cumn-
momamu4eckas mepanus.

Tlocae svinucku ommeuarucsy Snu300bL CHUNCEHUS codep-
HCAHUSL 2eMOAOOUHA, CONPOBONCOABUUECS HCEAMYUHOCTDIO
KOJICU U ROMeMHEeHUeM MOHU, KOMOpble PA36UBanucs Ha ghoxe
OCMPbIX pecnupamopHbix eupycHolx un@exyui. C HoA0ps
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2009 2. 6 meuenue 2 mec nosyuana npedHU3010H 8 HAYaAbHOU
dosze 1 me/ke/cym c nocaedyroueil nocmenenHoll OMMeHoll,
00HAKO eemoaumuqeckue Kpusvl npodoajcaiucs. B aneape
2010 e. nayuenmxa Hanpasaena 8 Poccuiickyro demckyro Kau-
Huueckyto 6oavruyy (Mockea), ede 6bin 3anodo3per duazHo3
IIHT, noomeepiicoennblii npu UMMYHODEeHOMUNUPOBAHUU
Kpoeu: doas kaemok ¢ gpenomunom [THI cpedu spumpoyumoes
cocmasasina 30 %, a cpedu epanyioyumos — 45 %. Yemanog-
aeH duaenos: ITHT, kaaccuueckas gpopma. B cesazu c omecym-
CMeUeM Ha Mom MOMEHM CReyUdU1ecKoil mepanuu peKoMeH-
006aHA 3aMeCMUmMenbHas Mepanusi 3PUMpoyUmMHoOU Maccoll,
0bedHenHoil aetikouumamu u mpomooyumamu (IMOJIT), npu
CHUIICeHUU YPOBHs 2emoenoduna < 50 e/n.

B meuenue nocaedyrowux 5 aem cocmosiHue nayueHmKu
0CMaganoch CMadUAbHO MANCEABIM, eMOAUMUYECKUe KPU3bL
nosmopsaucy 2—3 pasa 6 200 (8 0CHOBHOM NOCAe 8UPYCHBIX
uHgbeKkyuil), 6 c8a3u ¢ HeM HNPOBOOUAUCL MPAHCOY3UU
IMOJIT. Ilpu o6caedosarnuu 6 dunamuke I1HI-ka0H yeeau-
yuncs 00 55 % na sapumpouumax u 75 % na epanysoyumax.
Ypoesenv JIIT coxpansncs na yposre 3000—5000 Ed/a. C uro-
Ha 2015 e., nocae eakyunayuy om MeHUHSOKOKKA, Ha4ama
mepanus IKyauzymaoom ¢ doze 600 me/Hed GHYymMpuseHHoO
6 meueHue nepeoeo mecaya, 900 me na 5-ii Hedene neuenus,
€ nOCAeOVIOUUM Nepexo0om Ha NOO0ePICUBAIOULYH0 MEPanUI0
6 doze 900 me kaxcovie 2 ned. [lepenocumocms npenapama
oOvLra xopoudell. B pezyabmame aeuenus eemorumuueckue Kpu-
36l NPEKPAMUAUCD. YPOBeHb 2eM0en00UHa 8 meueHue 200a
ocmaemcsi HopmaavHuiM. [Ipusnaxoe eemoausa Hem.

boavnoii A., 14 sem, eénepevie nocmynun 6 omoeneHue
eemamonoeuu 21.01.2015 ¢ ncarobamu na baednocme, cra-
00Ccmb, YMomaseMocmp, NOABUBWUECS 0K0A0 MeCAUa HA3ao.
B aneape 2015 e. nepenec aneuny. 20.01.2015 6 obuem ana-
ause Kpogu eemoenobun — 063 e/a, apumpouume —
1,57 x 10%/a, aeiikoyumor — 2,8 x 10°/a, mpombouyumot
69 x 10°/n, pemukysouyumot — 3,4 %, COD — 40 mm/u.

Ilpu nocmynaenuu cocmosHue msiceaoe 3a cuem 8vipa-
Jcennoli anemuu. Koxcrvie nokpoewt 61e0Hble ¢ HceamyuHbiM
ommenkom. [leuens u cenezenxa ne yseauuensl. Ilpu 6uoxu-
MUYECKOM UCCAe008AHULU KPOBU BbISBACHO Y8eauteHue cooep-
Jcanus obwe2o ouaupyouna (39,7 mkmoas/n) 3a cuem Henpsi-
Mol @paxyuu (npamoil  Ouaupyoun — 8,5 MKMOAb/1)
u akmusnocmu JUIT (6121,9 Ed/n). IIpoba Kymoca ompuya-
menvHas. B moue onpedensiics c60600mnbLil eemoenobun. Oc-
MOMUHECKAs Pe3UCMeHMHOCb 3pUmpoyumos é Hopme. llpu
NYHKUUU KOCmH020 mo3ea: oaacmol — 0,8 %, kocmHblil Mo3e
2UNOKAEeMOUHYLL, SUNONAA3US 2PAHYAOUUMAPHO20 POCMKA,
YMepeHHas eunepnaasus 3pUmpoucHoe0 poCmKa, IpUmpono-
93 HopmoOaacmuyeckuil. Tpenanobuoncus — KOCMHbLIL MO3e
HOPMOKAEMOYHbLI NPU COXPAHHOCMU COOMHOUEHUS KPOBe -
8opHoll u rcuposoil mxanu. Ceponoeureckux npusnaxoe HBV,
HCV u BUY-unghexyuu ne goviaeaerno. Ilpoeoduruce mparc-
dysuu IMOJIT, komopsie npuseau K NOBbIUEHUI) YPOBHS
2emoenobuna 6 kpoeu. Jluaenos ocmasancs nescHoim. Medu-
yuHckue dokymenmol Koucyavmupogsanvt ¢ OHKI] JITOU
um. Imumpus Poeauesa (Mockea). Obcyicdanuce duazro3bl
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MIIC, AA u yumonernuu nescHoit smuosoeuu. Pexomendosa-
HO JuHamuyeckoe HabaO0eHue.

B meuenue nocaedyrouux 3 mec nayuenm 08axicov o-
CRUMANU3UPOBAAC 8 CES3U C HAPACMAHUEM 2eMOAUMUHECK O
anemuu (akmuernocmo JIAT docmueana 6700 Ed/n), conpo-
sodcoasuLelics: 2eM02n00uUHypuUell U YMepeHHbIMU NPUSHAKAMU
KOCIMHOM0320800 Hedocmamounocmu. 3anodospena npuoo-
PEMeHHAs 2eMOAUMUYECKAsi AHeMUsl, 4 KPo8b pebeHKa Oblaa
nanpaeénena 6 PocHHU cemamonoeuu u mpancghysuonrocuu
(Cankm-Ilemepoype), ede nposedeHo uMMyHOGeHOMmuUnupo-
BaHUe c NOMOUbIO MOHOKAOHANbHbIX aumumen k CD45, CD64,
CD15, CD235a u I'®HU-sxopnvix anmumen CDS9, CD14,
CD24 u FLAER. Buvisieaen [THI-ka0nu: Ha spumpouyumax —
65,8 %, na epanyroyumax — 96,60 %; na monouumax —
96,70 %. Yemanoeaen duaenos: ITHI ¢ cundpomom Hedocma-
mounocmu Kocmuoeo mozea. C agseycma 2015 e. nocae
BAKYUHAUUU NPOMUE MEHUHZOKOKKO0BOU UHpeKyUU HaA4amo
JAeyerue IKyau3ymabom 6 HauanvHoli doze 600 me 1 pas 6 He-
dearo 6 meuenue nepsoeo mecaua, 900 me na 5-ii Hedesne,
a samem no 900 me kascdvie 2 ned. Hexoono yposens eemo-
enobuna cocmaensnn 67 2/, KOAUHECMBO MPOMOOUUNOS
6 kposu — 60 x 10°/n, axkmuenocmo JIJT — 6550 Ed/a. Yoce
nocae nepeoil UHGY3ulU npenapama ypoeeHs 2emo2n00uHa yée-
auuunca do 78 e/a, a akmuenocms JUI' crHusunrace 0o
3350 Ed/a. [lpu npodoaxcenuu aeueHus 6ce nokazamenu Kpo-
8u Hopmaauzoeanuce. B uione 2016 e., uepes 200 nocae naua-
A4 neueHus, yposeHsv eemoanobuna cocmaensin 123 e/a, apu-
mpoyumot — 3,06 x 10"/a, netikoyumor — 4,5 x 10°/a,
mpomboyumor — 108 x 10°/n, COD — 10 mm/u. [lpuznaxu
2eMoAU3aA  Ne2KO  GblpadiceHHvle (oOwiuil  OuaupyouH —
36,2 mxmonw/n, JUII' — 704,9 Ed/n).

JIBa HAOMIOAEHUS IEMOHCTPUPYIOT TUITUYHYIO KIIMHU-
yeckyto kKaptuHy [THI, mposBisgBiiyiocsi MOBTOPHBIMU
FeMOJIUTUYSCKMMU KpU3aMK (pe3KOoe CHMXXEHHUE YPOBHS
reMornIo01Ha B KPOBU, TTOBBIIICHUE COAEPXKAHMUST HETIPSI-
Moro ounupyouHa u aktuBHocTu JIJII') B couetanuu c re-
MOTJIOOMHYpHeEi. Y 000MX TalMeHTOB pa3BUTUE KPU30B
IPOBOLIMPOBAIOCH PeCIMPATOPHbIMU MHDeKIsIMu. Dak-
TUYECKU OCOOEHHOCThIO HAOJIONeHU T ObIJIO TOJBKO pa3-
BUTHE 3a00JIeBaHUS B MOAPOCTKOBOM Bo3pacTe. JnarHos
ObLI 3aITOA03PEH JOCTATOUHO OBICTPO U TTOATBEPKACH TTPU
MMMYHO(DEHOTUIIMPOBAHUM KPOBU METOJIOM BBHICOKOUYB-
CTBUTEJIbHOI MTPOTOYHOM LIUTOMETPUM. Y TIEPBOI Tallu-
€HTKHU TMarHoCTUpoBaHa Kiaccuueckas popma ITHI 6e3
MPU3HAKOB APYTUX 3a00JIeBaHUI, CBSI3aHHBIX C HEJI0CTa-
TOYHOCTBIO KOCTHOI'O MO3Ta, B TO BpeMsI KaK y 2-TO Ialu-
enta I[ITHI coueranach ¢ CUHAPOMOM HEZOCTAaTOUHOCTU
KOCTHOT'O MO3ra.

O0a HabMoACHUS UILTIOCTPUPYIOT TaKXKe BBICOKYIO
apdekTuBHOCT, 3Kynusymada (Conupuc) B JIeUEHUU
ITHI. Dkynu3yma0 sBiasgeTcss peKOMOMHAHTHBIM TYMaHU-
3UPOBAHHBIM MOHOKJIOHAJbHBIM aHTUTEJIOM, KOTOPOE
cBsI3bIBaeTcs ¢ 6esikoM C5 KoMITIeMeHTa YyeoBeKa U Mo-
JIABJseT aKTUBALMIO KOMILJIEMEHT-OIIOCPEI0BAHHOTO
Jm3uca KiaeTok. DhGheKTUBHOCTh U 0€30T1aCHOCTD MpeTia-
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s IETCKOU
HOAro

parta B neueHuu ITHI, B Tom uncie y aereil, ycTaHOBJIEHBI
B IBOMHBIX CJICIIBIX, TJ1alle00KOHTPOIMPYEMBIX UCCIICI0-
BaHUSIX U IJIMTEIbHBIX HAOTI0AaTeIbHBIX MCCIICI0BAHUSIIX
[15, 16]. ¥ o0oux HaIMX MALIMEHTOB JCYCHUE DKYIU-
3yMaboM IPUBEJIO K OBICTPOMY BOCCTAHOBJICHUIO COIEP-
JKaHMS TeMOTJI00MHA W TUKBUIALIMU IIPU3HAKOB FeMO-
Ju3a, TpUYEeM BO BTOpPOM HabOmwoaeHUU 3(PGeKT
npenapata OblI OTMEeUeH yxXe rmociie 1-it uHdy3uu mnpe-
naparta. Ha ¢poHe monmepxkuBarolieii Teparnuu npemnapa-
ToM (900 Mr Kaxable 2 Hell) TeMOJIUTUYECKIE KPU3bl HE
MMOBTOPSIIUCH.

3akiroyenue
Hecmotpst Ha peaxocts [THI y neteit, remaronoru gomk-
HBI YYUTHIBATh BO3MOXHOCTD €€ Pa3BUTHSI B IETCKOM U ITO/I-

TEMATOJIOTMU u OHKOJIOT MU

4 2016

pocTKOBOM Bo3zpacTte. [1omo3peBaTh 3TO COCTOSIHUE CIICIYeT
MpY HAJIMYUKU TIPU3HAKOB BHYTPUCOCYIUCTOTO TeMOJIM3a,
KOTOPbIIA MOXET COYETAThCSI C HEMOCTATOYHOCThIO KOCTHOTO
MO3ra M BEHO3HBIMM U apTePUaTbHBIMUA TPOMOOTUYECKIMU
OCJIOXKHEHUSIMU. DITU30/Ibl TeMOJIM3a YaCTO Pa3BUBAIOTCS IO
JIeliCTBHEM TTPOBOLIMPYIOIIMNX (PAaKTOPOB, TAKMX KaK MH(PEK-
LMK, XUPYPrUYECKHe BMEILIATeIbCTBA, MHTEHCUBHAsT (pU3u-
YecKas Harpyska. BaXXHOCTb CBOEBpEMEHHOM AMarHOCTUKHI
ITHI y nmeteit m B3pOCABIX OINpPEIEasieTCs] BO3MOXKXHOCTBIO
MaTOreHETUYECKOT'O JICUCHUST OKYJIM3yMaboM, KOTOPOE IpH-
BOIUT K CTOMKOMY IOJABJICHUIO TeMOJIN3a, CTa0MIM3alun
YPOBHSI FeMOIJIOOMHA, YMEHBILIEHUIO TTOTPEOHOCTU B TpaHC-
(y3usSIX 3PUTPOLIMTHOIM MACChI, YIIYUIIEHHIO KA4eCTBa XKU3HU
¥ (PYHKIIMY ITOYEK, a TAaKKE CHIKEHUIO PUCKA TPOMOOTHYEC-
KX OCJIOXKHEHMIA Y YBEIMYEHUIO BbDKMBAEMOCTH OOJIbHBIX.
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