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AKTyaABHOCTH IPOGAEMBI: HHIHOUTOPH! KAABIIN-
unespuna (MIKH) paccmatpusarorcsa B kadecTse IIEPBOI
AMHUH HIMMYHOCYIIPECCHBHON TEPAIIUN HAHOIIATH-
YECKOTO CTEPOMA-PE3UCTEHTHOIO HEPPOTUIECKOTO
cuaapoma (CPHC) y aereit. CoraacHo mocaeAHIM
AaHHBIM, Teparms VIKH Taxxe mpuBOAUT K HHAYKITAN
PEMECCHH U YAYYIICHUIO IIOYCYHBIX HCXOAOB y AeTel
¢ monorenrsiM CPHC. OAHIM 13 OCHOBHBIX ITOOOYHBIX
apdekrop Teparnn VIKH asaserca passurune MIKH-
acconuupoBaHHoIl ocrpoit Hedporokcuanocru (VMIKH-
OHT), gactora 1 xapakrep Te4eHHA KOTOPOH y ACTEH
¢ moHorexusM 1 nanonatadeckum CPHC ocrarores
HEH3BECTHBIMU.

IleAp mccaeAOBAHMA: TIPOBECTH CPABHUTEABHBII
aHaAu3 4actoTel u xapakrepa tedenus MIKH-OHT
y Aeteit ¢ moHoreHHbIM 1 uAuonarnaeckum CPHC.

MarepraAsbl I METOABI: B PCTPOCICKTUBHOC
OAHOIICHTPOBOE MCCACAOBAHHE BKAIOYECHO 28 AeTeit
(17 aeBouek, 11 maabumkos) ¢ monorenusm (n=11)
u manomarudeckuM (n1=17) CPHC ¢ ®CI'C, pocrur-
HYBIIHX peMuccHA K 12 MecsraM Teparun IUKAOCIIO-
punom A (LcA). V manmenTos ¢ monorennsiv CPHC
BepuUIUPOBAHEL ITATOTCHHBIC BAPHAHTEL B CACAVIO-
mux rerax: LMXTB (n=3), NPHS2 (n=2), COL4.A43
(n=1), (3 (n=1), ANLN (n=1), CRB2 (n=1), LAMB?
(n=1), SGPLT (n=1). MKH-OHT ompeaeasracs mpu
IIOBBIIICHUH YPOBHA KPEATHHIHA KPOBU OOAce, UeM
ma 30% 110 CpaBHEHHIO C HCXOAHBIM, Ha TEpPAINU
LIcA.

IToAyueHHBIE Pe3yABTATHL: BO3pacT MaHH(ECTA-
muu CPHC (6,9 mp. 5,8 aet), AAHTEABHOCTD 3200A€EBA-
nua Ao HadaAa Tepanuu FIKH (8,0 mp. 7,0 mec.), uc-
XOAHBIC 3HAYCHHA PACUCTHOH CKOPOCTH KAYOOYKOBOI
uavrparmu (pCKP) (119,0 mp. 96,1 ma/mur/1,73 m2),
Aoza LIcA per os (4,2 p. 5,0 mr/kr/cyr) u yposess Hy-
Aesoit kourenTparm LIcA B kposu (Cjp1c4) (138,0 mp.
116,1 Hr/MA) Ha MOMEHT CTAPTA TEPAITHH, A TAKAKE OOIIAs
AarreapHOCTD Teparmu LIcA (23,0 mp. 24,0 mec.) Opian
COIOCTABUMBI B ABYX Ipymmax marnuentos (p>0,05). Ya-
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crora MUKH-OHT (90,9% 1p. 76,5%; p=0,62), BkArO-
gas gacrory IKH-OHT B mepBrie 6 MecALIEB Teparrim
LicA (60,0% mp. 61,5%; p>0,999) y aereit ¢ MonoreH-
ubeM 1 manonatndeckum CPHC Gpiaa corocraBuma.
He BBIABAGHO CTATHCTHYECKH 3HAYUMBIX PA3AHYHI
B A03e LIcA peros (5,2 rp. 5,3 mr/xr/cyr; p>0,999) u C,,
1ea (120,0 mmp. 128,5 mr/ma; p>0,999), mporiente Hapac-
TaHUSA YPOBHA KpeaTHHuHa Kpou u cHkeHus pCKO
II0 CPABHEHUIO C UCXOAHBIMH 3HAaueHHAMHU (306,5%
up. 40,5%; p=0,337; 24,0% mp. 26,0%; p=0,616, co-
OTBETCTBEHHO), 4 TAK/KE B ITPOIICHTE ACTEH C ITOBBIIIIE-
HHEM YPOBHA KpeaTMHHHA KpoBH OoAee, yem Ha 50%
IO CPABHEHMIO C NCXOAHBIME 3HaueHHAMHT (60,0% 11p.
09,2%; p=0,685) Bo Bpema IKH-OHT B AByx rpymimax
marmenToB. He 0OHapykeHO CTaTHCTHIECKN 3HAYMMBIX
PA3AHYNI B IPYIIIAX ACTCH C MOHOTCHHEIM I HAHO-
natuueckum CPHC B mpornente napacranusa ypoBus
kpeatnHuHa Kposu U cHrxenus pCK®P 1o cpaBHeHMIO
C MCXOAHBIME 3HaYeHHAME (26,5%0 11p. 14,2%; p=0,445;
5,7% up. 3,2%0; p=0,835, COOTBETCTBEHHO) IIOCAE IIPOBE-
Aerns koppexnuu Ao3sr IKH, aTo TpeboBaro ormeHsr
tepamuu. Yacrora HeobpaTumoro cumkenus pCKO
nocae orMmensl MKH B cBasu ¢ MKH-OHT y aereit
¢ monorenubim 1 manonarideckuM CPHC rakixke Opraa
conocrasuma (36,5% mp. 35,3%; p>0,999).

BriBoapr: gacrora u xapakrep tedenns IKH-OHT,
a TAKKe AMHAMHKA ITOKa3aTeAeH (PHABTPAIIMOHHOMN
dynxrmn nodek mocae ormenst IKH y aereit ¢ Mono-
rerbiM CPHC He oTAHYaACH OT TAKOBBIX Y HALIUEHTOB
c manonarmdeckuM CPHC, wro rmossoaser paccmarpu-
BaTh VIKH B kauecTBe BO3MOKHON HHAYKITHOHHOH Tepa-
i Mouorerroro CPHC. Bercokas gacrora passurus
NKH-OHT (60aee 70%) u accorrmposaraoro ¢ MIKH-
OHT neobparumoro camxerns pCKD (6oaee 30%)
B OOEHX IPYIIIAX ITAIIHEHTOB ITOAYEPKUBAET HEOOXO-
AHMOCTB TIIIATEABHOTO MOHHTOPHPOBAHHSA YPOBHA Kpe-
arnnuna kposu 1 CO LlcA ma teparmu MIKH ¢ neasro
IIPOBEACHHS CBOEBPEMEHHOMN KOPPEKIIU AO3BI HAH OT-
menbl Teparn VIKH.



