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1 aABOyMuHYpHU. B mieproA mepBbix 2-X AeT 3a00A€Ba-
HHUA 00CACAOBAHO 23 IAIMEHTA, IIPH CTaxe OoAee 2-X
A0 5 aer — 17 boabHBIX, co ctaskem CA Ooaee 5 Aer Ha-
6aroaanocs 19 aereit. Onerka pCK® mpousBoanaack
110 POPMYAAM € YIETOM SHAOTECHHOIO KPEATHHUHA!
Schwartz «bedside» (2009), Schwartz—Lyon (2012),
CKiDU25; ¢ yuetom nncratnaa C: FAScysC, CAPA,
Schwarts cysC.; a Takxke Schwartz combi. Aannsre
pCK® mpeacrasacust B Buae Me [Q1; Q3] ma/mun/
1,73 M2,

PesyapraTel. Yposeus pCK®, paccunranHbil
110 DOPMyAaM HA OCHOBE KPEATHWHHHA COCTaBHA:
Schwartz «bedside» (2009) — 77,21 [63,99; 89,27]
ma/mun/ 1,73 M2, Schwartz—Lyon (2012) — 71,30 [60,24;
83,58] ma/mum/1,73 M2, CKiDU25 — 71,2 [61,85; 88,35]
ma/mun/ 1,73 M2 pCK® na ocnose rucratnna C cocra-
Braa: FAScysC —108,4 [66,05; 143,05] ma/mm/ 1,73 M2,
CAPA — 113,5 [66.56; 163,25] ma/mun/1,73 M2,
Schwarts cysC — 85,92 [54,08; 110,68] ma/mu/1,73 M2,
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CoraacHo opMyAe € yIETOM U KPEATHHHHA U IIH-
crata C: Schwartz combi CK®=80,6 [63,64; 100,44]
ma/Mun/1,73 M2 OTMEUEHO HEKOTOPBLE POCT YPOBHA
KPEATHHIHA U [IHUCTATUHA CBIBOPOTKH KPOBHU ¥ OOABHBIX
c yeamuennem craxka CAl: mpu crame 3aboAeBannd
A0 2 aer — 67,71 [57,69; 82,5] mxmoan/A 1 0,72 [0,63;
1,35] mr/ A cootBetcTBeHHO, OT 2 A0 5 AeT— 76,16 [61,31;
83,58] mxmoab/ A 1 0,84 [0,56; 1,23] mr/ A, 6oaee 5 aer —
77,18 [62,39; 85,12] mxmoab/A 1 0,91 [0,57; 1,24] mr/A.

3axarouenne. BorBaensr pasanand yposua pCK®
LIPU UCIIOAB30BAHUHU (DOPMYA HA OCHOBE KPEATHHUHA
n nucratuaa C. Ha mamm sarasa, pCK® ma ocnose kpea-
tunuHA y Aeteii ¢ CAl MoxkeT 3aHIKATD PeaAbHBIE 3HA-
yeHns (pyHKnuH o4ek. [ToAydeHHbIe pe3yABTATHI CBH-
AETEABCTBYIOT O HEOOXOAMMOCTH IIPOAOAKEHIS ITONCKA
orrrumaabHOI popmyasr pacaera CK® y aereii ¢ CA 1.
Vposens nucratuaa C CBIBOPOTKHA KPOBH, HE 3aBHCHU-
MBI OT MACCHI B POCTa, MOKET OTPAKATh HAPYIIICHIE
yHKIIHT TOYeK.
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Beeaenue. [lepuoanaeckasn 6oaesus (I1B) — ayro-
BOCIIAAUTEABHOE 3200ACBAHIC, BBI3BAHHOC MyTALIHAMI
B rene MEFV n npossadrorieecs IpuCTyIaMu AHXO-
PAAKH B CEPO3HTA, PEKE — APTPHUTA, IOPAKEHUEM KOKI,
BropuausM AA-amuaonposom. [1b pacpocrpanena
cpean mpeacraBureseii CpeAH3eMHOMOPBS — apMSH,
eBpEEB, TYPKOB U AP. 32 TIOCAEAHUE TOABI OITHCAHBI Pa3-
AWYHbIC BapuaHThl coueranus [1b u myranunii B rene
MEFV (M680I, M694V m T.A.) ¢ boaesnpro bexuera.

Omnucanue cayvas. [larmentka H., 82 r., apmsnxa,
nabaropaerca Kannuxoit mm. E.M. Tapeesa ¢ 2024 roaa
B CBA3H C KAAOOAMU HA SITU30ABI AIXOPAAKH AAUTEAD-
HOCTBIO 1-2 AHA, KOTOpBIE OECIIOKOAT B TCYCHIE MHOITX
aet. C 2011 r. mprCOEANHHUACA IIOCTOAHHBIN CYCTABHOMI
CHHAPOM C IIEPHOAHYCCKIMI OOOCTPEHIAME, ALXOPAA-
koit A0 39°C, cunapom Peiino. Bee roasr BoisiBAsiAACh
ocrpodazosas BocrmaauTeApHas akTuBHOCTH: "C"-Pb
16-74,5 Mr/ A — 911 U3MEHEHUS PACCMATPUBAAN KAK 11~
podocdarnayro aprpomarmro. B mae 2022 r. marperTka
orMeTrAa AUDDy3HOE TTOABACHUE Ha TeAE DOAE3HEH-
HBIX IIy3BIPEH C KPOBAHHCTO-THOMHBIM COACP/KIMBIM
U TEHACHIINEH K M3DBASBACHHUIO. AHTHOAKTEPHAABHAA

Teparms ObiAa MaA0d(DDEKTHBHA. DAECMEHTE HCIC3AN
HIOCA€ HABHAYCHUS IIPEAHN30A0Ha 50 Mr/cyT BHYTpB
B TEUEHUE MECAIA C TIOCACAYIOITIM MEAACHHBIM CHH-
xeHueM A03bL. B okra0pe 2022 r. pertuAnB BBICHIITAHIH,
IIPOBEAECHA OMOIICHA KOKHU — B CBA3N C ABACHUAMH ITEPH-
BACKYAAPHBIX AMM(MOIPAHYAOIIUTAPHBIX HH(DHABTPATOB
CO 3HAYUTEABHBIM COACPKAHNEM HEHTPOMHAOB Ana-
THOCTHPOBAHA TAHTPEHO3HAA ImoAepmud. B despase
2023 1. OTMEHEH IPEAHN30AOH, IIOCAE YETO PA3BHAOCH
obocrpenne 3a00ACBAHNSA, PACLICHCHHOE KAK ITAHHI-
kyaut Kpucdena-Bebepa — BO3BpaIéH IpeAHH30A0H
50 mr/cyr. OT™MeE9aAaCh MOANKAOHAABHAS TAMMAa-
aTuA, IMATHPYIOIAs MOHOKAOHAABHYIO G-Karma.
[Ipu nosropuo#t Obuoricun koxu B arpeae 2023 roaa
OOCYKAAACH AMATHO3 BACKYAHTA B CBA3M C HAAHMYHEM
OTEYHOCTH U HEKPO3OB CTEHOK COCYAOB, OTAOKEHIH
reMocuAepuHa Ha (POHE AMMMOTHCTHONNTAPHBIX
NHPUABTPATOB; ONPEACAAANCH 30HB AMIIOHEKPO32
€ OOABIIIIIM KOAUYECTBOM AHITO(ArOB, MHOKECTBEHHBIX
04aroB KpOoBOM3AMAHMIA. B Tex e npemaparax B nrone
2023 r. oOHApYHKEH AMHAOHUA CO CTOHKOM KOHropuAueit
IPH TOAINEAAYNBAHNH, ITO, YINTEIBAA BO3PACT U Ce-
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kperuro C-ALM, paccMaTpruBaAOCh Kak BO3MOKHOE
tedenne Al-ammaonaosza. B mae Brepsoie BoIABACHA
uporeunypus A0 1 r/a, turp AH® 1:2560. ITo aan-
HBIM 00cAeAoBanus B nioHe 2023 . OIpeAeAIANCH Map-
keper Bupyca reratnta C. [Tpr Oxo-KImTMZKIT 10 M,
®B 54%, B anaausax ot cexrsopsa 2023 r. kpeaTHHUH
75 mkmoAab/A (pCK® 64 ma/mun/1,73 M2 mo CKD-
EPI), mouesas kucaora 280 MkMoAb/ A, "C"-peakrnBHbLIT
Genok 22,64 mr/ A, aasbymun 36 r/a, ACT 1,5N, AAT
5N, remoraobun 112 r/A, Aeiikorutsl 2,54 TIC/MKA,
tpombormTer 93 TeIc/MKA. [TpH TOBTOPHOM HMMYHO-
XUMHUYECKOM UCCACAOBAHUU B MIOAE MOHOKAOHAAB-
HOII raMmanaTuy He BoiaBAeHO, Karmma-CALT 30,2 mr/a,
abAa-CALL 106 mr/a, cootromntenne 0,28. Kprorao-
OyAHHBL HE BBIABACHBL [laIlIeHTKA TOCTOSHHO ITOAY-
YaAd AHTUTHIIEPTCH3UBHYIO U HE(POIPOTEKTHBHYIO
teparnto nATl®, npeannszoson 15 mr/cyr. B revenne
3umbl 2024 ToAa OTMEYAAACH TEHACHIIUA K PACIIPOCTPa-
HEHUIO THOMHO-HEKPOTUYECKUX H3MCHEHUI Ha KOMKE
AHIIa, TOAOBBI, PyK. [ eHeTIIeCcKOE HCCAEAOBAHNIE B SH-
Bape 2024 ToAa OIIPEACAHAO Y AITMEHTKH KOAMITAYHA-
IeTePO3UIOTHOE HOCHTEABCTBO MyTarwii B rene MEFV,
sapuanT E148Q /M6801, o6Hapyena skcrpeccust HLA-
B51. Amaraocruposana I1b B cogeranum ¢ cHHAPOMOM
bexuera, ocrokuennsie AA-amuronao3om. Pekomen-
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Aosana teparms anTH-VIA-1 npemaparamu — B heBpase
2024 magasa npumMeHATh aHakuHPY 150Mr IOAKOKHO
1 pa3/cyr B Tedenne 2 HEAEAD C BEIPAKCHHBIM IIOAOKH-
TeABHBIM 9(D(DEKTOM: 3AKIAN ITOBEPXHOCTHBIE KOMKHBIC
AeEKTBI, Ha4aAl PyOLIEBATHCA TAYOOKHE N3 BAZBACHHA.
[Tosamee mpemapar 3ameHEH Ha KaHakuayMa0b 150 mr
oAkoxHO 1 pas B 4 Heaean. B pesyaprarte Tepanun
I'MBIT ormeuena HEKOTOpPas HOPMAAU3AITUA BHICOKO-
gyscrBuTeAbHOro "C"-PB: 72-44 M/ A, yHKims mogex
COXPAHHA, IIPOTEHHYPHUSA CACAOBAA.

OOcyxAeHHEe U 3aKAFOYEHHE. Y ITAIHCHTKU
KAIHUYECKH U I€HETHYECKN ITOATBEPKACH AHATHO3
[1b ¢ BEIpa)KCHHBIMH CHCTEMHBIME OCAOKHCHIAMH,
B T.4. bex4era-moAOOHBIM CHHAPOMOM Ha OCHOBAHHI
11CeBAOPOAAUKYANTA, TAHIPEHO3HOH ITNOAEPMUH, TTAH-
HUKYAHTA H THCTOAOIMYCCKUX IIPU3HAKOB BACKYAUTA,
axcripeccunr HLA-B51. Tskects cocrosaua oOycAoB-
ACHA aKTHBAIIMECH B-KACTOYHOrO 3BE€HA AAAIITHBHOTO
IMMYHOTETa ¢ (POPMHPOBAHIEM CMEIIAHHOIO 3a00A€-
BAHHA COEANHHTEABHON TKAHM, ITO OODBACHAET IUIIEp-
mpoaykuuio CALL B mpuBeA€HHOM cAydae HAYAAO Te-
PAIINH KOAXHIITTHOM OBIAO OTPAHHYEHO BHIPAKCHHBIMI
TPpOUIECKUMH HAPYIIEHHAMHI B pamMkax bexdera-rro-
AODHOTO cHHApOMA. B ¢BA3H € 9THM OIITHMAABHOM TaK-
THKOI ABUAOCH HazHadeHHe nHrnonTopos MA-1.
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AxryaspHOCTE TIpO0OAEMEI. bepemennocts y ma-
nueHTOK ¢ caxapHbiM anaderom (CA) m xpoHmaeckoi
0oaesubro mouek (XbIT) mpeacraBasieT cOOOH BasKHYIO
MEAHIIMHCKYIO IIpoOAeMy. MHOTHE KEHINMHEI, CTpa-
Aarorrime CA\, BCTynaroT B OEpEMEHHOCTD, YiKE HMed
npusHaku XDBII, u B psae caydaes y3sHaroT 00 3TOM
sueppoie. Haamane CA B coueranuu ¢ XbBIT moss-
IITAET PUCK HEOAATOIIPUATHEIX HCXOAOB OEPEMEHHOCTH
KAK AAfl MATEPH, TAK U AAA IIAOAQ, CITOCOOCTBYA IIPO-
rpeccuposanmro Xbl1, passuriro npeskaammcnu (110),
OOABIIIEIT YaCTOTE IIPEKACBPEMEHHEIX POAOB H OIIEpa-
THBHOTO poAopaspermnenns. OAHAKO IPOTHO3 Oepe-
MEHHOCTH Y KEHIIINH C COYETAHUEM OOCHX IATOAOTHI
MaAo u3ydeH. B macrosiiee Bpems HAKAIIAMBAIOTCSA CBe-
AEHIS O BO3MOMKHOCTH DAATOIPHATHBIX HCXOAOB Oepe-
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MEHHOCTH Y KEHIIIUH C IIPOABHUHYTOI crasue XBIT
u CA.

IMeas paborsl. [IpoanasusupoBats TeICHIE U 1C-
xoAbI Oepemennoctn y manueHTok ¢ CA u XBIT 3a-4 cr.

Marepuasbr u MeTOABL [IpoBeAcH anaAns TedeHns
6epemennocru y 72 manuenTox ¢ XbI1 3a-5c¢r., HabAro-
AABIIINXCA B IIEHTPE ITOMOIIH OEPEMEHHBIM C IIATOAO-
rueit nouek I'Kb mm A. K. Epamuranriesa A3 r. Mocksa
B mepuoA ¢ 2018 r. mo 2024 r. Coueranue CA 1 tuma
n XbBIT 3a-5cr. BorBaeno y 10 (13,8%) us mux. C XbI1
3a cr. HabAroAaAnCh 4 TanmerTku (40%), 30 — 2 (20%),
¢ 4 cr. — 4 6epemennsix (40 %). V 9 xenmun (90%)
umeAacey aprepuasbHan runepronud (Al) u anemus.
AedeHne BKAIOYAAO B ceOsl IPOBEACHHUE AHTUTHIICPTCH-
3UBHOMW M AHTHAHEMUIECKOMN TEPAITNH, IIPOPUAAKTUKY





