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K pa3BUTHIO HeponaTru, CBI3aHHOM C HEIOCTATOYHOCThIO
CFHRS) u myrauuu B reHax CFH, C3 u MTHFR B re-
TEPO3UTOTHOM COCTOSIHMU. PeKoMeHa0BaHa Tepanusi: Ta-
KpPOJIMMYC TPOJIOHTMPOBAHHOTO HIeMcTBUS 12 Mr/cCyT,
MuKogeHoa0Bas kuciaoTa 1mo 720 Mr 2 paza B CyTKHU, Me-
TWITIPETHU30I0H 12 Mr/cyT, akynu3ymad 1200 mr 2 Hen,
MUKOGhEHOI0Basl KMUCI0Ta OTMEHeHa B Hos0pe 2021 1.
B CBSI3Y C pa3BUTUEM THIPOTOpAKCa.

B auBape 2022 1. obpatuiach B MOCKOBCKUIA TOPOACKOM
PEBMATOJIOTMYECKUIA LIEHTP C LIEIbIO UCKJITIOUEHUS CUCTEM -
HOIt KpacHOM BOJTYaHKU, OblIa TOCHUTAIM3MPOBaHa.

Pesyabratsl. [1o 1aHHBIM OU3KMKATBHOTO OCMOTPA KITU-
HUYECKUX MPU3HAKOB CUCTEMHOI KpPacHOU BOTYaHKU
HEe OTMeYanaoCh, KIMHUYECKUI aHaIU3 KPOBU, OOLIUIA
aHaJiM3 MOYM 0e3 OTKJIOHEHUI OT HOpMBbI, ypoBeHb C3-
1 C4-KOMIIOHEHTOB KOMIIEMEHTa Ha YPOBHE HUXKHEM
rpanuisl HopMEI (0,8 1 0,2 /1 cooTBeTcTBeHHO), AHD,
MMMYHOOJIOT aHTUHYKJIEAPHBIX aHTUTEN, aHTU(hOCHONIU-
MUIHbIE aHTUTeNa, aHTUTeNda K Kapauoaununy, Clg-
MHTUOUTOP OTpULATeNIbHbIe, 001U ounupyouH u JIJIT
B nipenenax HopMbl. ITo naHHbiM KT opraHoB rpyaHoit
kietku, DxoKI, Y3U OproliHoii MoJoCcTy NaTOJOTMYECKUX
W3MEHEHUI HE BBISBJICHO.

3akimoyenue. JJaHHBIA KIMHAYECKUN CTydyail IeMOH-
cTpupyeT peakuii Bapuant C3-HedponaTuu, npuBeaIei
B TeueHUe 3 JIET K Pa3BUTUIO XPOHUYECKOI OOIE3HU oYK
C5/1. B cBsI3u ¢ mepcucTupylollieit B TedeHue 2 JeT Mpo-
TeMHypuel, cHIkeHueM C3-KOMIUIEMEHTa, TTOBBIIIEHEM
tutpa AH® GonbHast Habmoganack v Hedposiora ¢ aua-
THO30M «CHCTEMHas KpacHasl BOJlYaHKa, BOJYAHOUYHBIA
Hedput». OmHAKO B CBSI3U C TEM, YTO OTCYTCTBOBAIMU
XapaKTepHbIE JUISI CUCTEMHOUN KpacHOU BOTYAHKM KJIM-
HUYEeCKHUe MPOsIBICHUS (ITOpakeHWe KOXU, CIU3UCTBIX
000JI0UeK U Jp.), UMMYHOJOIMYeCKe HapyLIeHUsI, JaH-
HBIA TMArHo3 UCKJIOYEeH (HECOOTBETCTBUE KPUTEPUSIM
ACR/EULAR 2019). Hanuuue ruaporopakca, IrMapore-
pUKapa B aHaMHe3e, BEPOSITHEE BCETO, ObLIO BBI3BAHO
azotemueil. Mopdosorndeckas KapTuHa OMorTaTta mouku
(mdby3HBIT UMMYHOKOMILUIEKCHBIN TJIOMEpYI0HEeMPUT
¢ mpeobysamaHueM neno3utoB C3), a Takke pe3yabTraThl
TEHETUYECKOTO UCCIEeNOBaHUS MO3BOJIUIU YCTAHOBUTH
nuarHo3 C3-rnomepynonatun (CFHRS-Hedbponatun)
W Ha3HAYUTh MNATOT€HETUYECKYIO TepaIuio dKyJau3yMa-
OoM.
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Ienb padoThl — Ha TpUMEpPE KIMHITIECKOTO HAOITIoIe-
HYSI OIMCATh TPYIHOCTU Kypallny ITallUeHTKYU C CUHIIPO-
MoM JlayHa ¥ MHOXXECTBOM COITYTCTBYIOIIUX COCTOSTHHIA,

YCYTYOJIEeHHBIX TTepeHEeCEHHO HOBOW KOPOHABMPYCHOM
uHpexuueit COVID-19.

Marepuasl 1 Metoapl. [Tanuentka H., 9 net. Cpazy
TIOCJIe POXICHUS Y IEBOYKH JMATHOCTUPOBAHBI: CHHIPOM
HayHa, cunapomaibHasi ¢opMa BPOXIAEHHOrO Mopoka
cepala, nedeKT MeXKeTyJ0YKOBOM Neperoponku, nedexr
MEXIIpeICEPIHON TTePETOPOAKU, BbICOKAS JIETOYHAsI T -
TePTeH3UsI, HEMOCTATOUHOCTh TPMKYCITUIAIBHOTO KJlara-
Ha. C paHHero Bo3pacTa Habronasach HEBpPOJIOrOM Mo TMo-
BOAY 3aJepXKKU TICMXOPEYEBOT0 Pa3BUTHSI, OPTOTIENaMM
(BBIBUX JIEBOTO HAIKOJIEHHUKA KHAPYKU, JTaTePUTU3ALIUS
MPaBoOro HaJKOJEHHUKA, TUCITIa3usl 6J10Ka JIeBoro Oenpa,
LIeAHO-TIJIeUeBOM CUHAPOM, HECTAOUIBbHOCTh IIEHHOTO
oTHesla MO3BOHOYHMKA, spina bifida anterior C5-Thl),
odranbmonioroM (OU-MHONMUYECKUt aCTUTMaTU3M, pac-
xozsieecss Kocornaszue). 1o Xu3HEeHHBIM TTOKa3aHUsIM
MOCTOSTHHO ToTyyaja cuiaeHabw1, MallMTeHTaH, CIIUPO-
HOJIAaKTOH, a TAaKX€ HOOTPOITHbIE M aHTUTUIIOKCUYECKUE
npenapatbl. C 2018 1. mosIBUIKCH 00U B Ty4Ye3arsICTHBIX,
KOJIEHHBIX, TOJIEHOCTOITHBIX CYCTaBax, KOTOPbIE CBSI3bIBA-
JI ¢ apTponarveil B paMkax cuHapoMa JlayHa. B mapre
2020 r. ycTaHOBJIEH AMArHO3 I0OBEHUJIBHOIO UAMONaTuye-
CKOTO apTpuTa, Ha3HAYeH METOTPEeKCaT C yMEPEHHBIM I10-
JIOXUTEJTbHBIM 3(()EeKTOM, OTHAKO CTOMKAs TeHACHIIUS
K JIEHKOTIEHUM OTpaHUYMIa PETY/ISIPHYIO TePaITUIo.

BriepBble rocnuTaqM3upoBaHa B IETCKOE OTAEIEHUE
®T'BHY HUUP um. B.A. HacoHoBoii B HostOpe 2021 T.

Pesyasrarbl. [IpoBeieHHOE B IETCKOM OTICICHUN KOM-
IUIeKCHOe obciienoBaHue, B ToM yucie MPT B pexume
whole body, mo3BoMI0 NAEHTUGDUIIMPOBATH TPAKTUYECKU
TOTaJTbHOE MOJTUAPTUKY/ISIPHOE TTOpaXKeHNE C CAHOBUTAMU
U y4yacTKaMM OCTeuTa. DTO OKOHYATEJbHO MOATBEPAUIO
BOCTIAJINTENIBHYIO TTPUPOY 3a001€BaHUST, COMHEHUSI B KO-
TOPO#1 ObUTM BbI3BaHBI OTCYTCTBMEM 3HAUYMMOTO OTPAHUYEHHMSI
(byHKIIMM BCIIECTBYE SKCTPEMAJIbHOM TMITepMOOMIBHOCTHI
CYCTaBOB U HEBO3MOXXHOCTbBIO OILIEHKU CYOBEKTUBHOIO BOC-
MpUATUS OOJIY MALMEHTKOM ¢ cMHAPpOoMOM JlayHa. YUuThI-
Basl COXpaHeHWe aKTUBHOCTY Ha (hOHe TepaIriii METOTPeK-
CaToM, €ro IJIOXYI0 NePEHOCUMOCTD U3-3a JIEMKOMEHUH,
HAJIMYUE TSKEJI0N MYJIBTUMOPOMIHOCTH, TUIAHUPYEMOE
OIepaTUBHOE BMEIIATEILCTBO, OTHOCUTEIbHBIE OTPaHU-
YEeHUST K IPUMEHEHUIO0 MHBbEKIIMOHHBIX (POPM ITperiaparos,
MPEANOYTUTETbHBIM BEIOOPOM CTaJI0 Ha3HaYeHWE WHTU-
burtopa siHyc-KuMHa3 TodanutuHuoba. Tepanus mpoaoi-
>X€Ha C YIOBJIETBOPUTEIBbHOUN MePEeHOCUMOCTbIO U MOJIO-
SKUTETBHBIM 3 deKTOM, YTo o38O0 26.01.22 8 HMUIL
OTuO um. I'U. TypHepa npoBecTH KOPPUTUPYIOIILYIO Ba-
PU3UPYIOUIYI0O OCTEOTOMUIO AUCTATBHOIO OTAENa JIEBOTO
Oenpa, OTKPHITOE BIpaBJeHUE JIEBOTO HAAKOJEHHUKA,
BPEMEHHBIN MU (GU3N0/E3 MEIUATLHOTO MBIIIIEIKa JIEBO-
ro 6enpa. PaHHuii mocaeonepalliOHHBIN ITEPUO, MTPOTEKa
06e3 ocobeHHOCTel. B AeHb BBIMUCKU HaOIIOAaIUCh Ha-
yanpHble puzHaku OPBU. 03.02.22 noaTeepxkneHo 3a-
o6oneanne COVID-19, KTI1. B AT'KB um. 3.A. bauuisie-
Boit 07.02.22 ocylecTBIEHO BBEAEHUE MOHOKJIOHAIbHBIX
aHTUTeNl OamyiaHUBUMAO + 3TeceBuMad. JlabopaTopHO
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BBISIBJIEHA CTOMKas TUIEpKOAryJasius (B TOM YMCIe
H-mumep >1000 ur/mi (7 <500)). HazHayeHbl aHTHUKOA-
TYJISSHTBI: TEMapyH C TIepexoJoM Ha BaphapuH IO KOH-
tpoiaeM MHO (ueneBoe 2—3). 01.03.22 B ynoBJieTBOpU-
TEJIbHOM COCTOSIHUM BBHINIMCaHa W3 cTalmuoHapa. [lo
OpraHu3alMOHHBIM TpUYMHAM KOHTpojib MHO BriepBbIe
BbIMoOJIHEH 26.03.22: MHO >8, 6e3 nocienyoleii Bpa-
yebHol kKoHcyabTauuu. ITpruem BapdapuHa MpogoKeH.
28.03.22 s HMUL ATuO um. I W. TypHepa aMOynaTopHO
BBITIOJIHEHO yIaJIeHUE CIUIL C HAJIOKEHUEM LIUPKYJISIPHO-
ro rurca (BeposiTHO, TpaBMaToJIOT He ObLUT MH(OPMHUPOBAH
0 TI0Ka3aTeJIsIX reMocTasa). B TeueHue moceyrommx CyToK
pa3BUTHE HEKYTMPYEMOT'O KPOBOTEUEHUS M3 MECT CTOSTHUSI
CITU1I, OOIIMPHAs reMaToMa B 00J1aCTH ITOC/IeOoIePaIlioH -
HOH paHbI, reMapTpo3. B 1skenom coctosiuuu 04.04.22
JIeBOYKA TOCTIUTAIM3UPOBAaHA B OTAEJIEHUE PeaHUMallu
¥ uHteHcrBHoOM Tepanuu AI'KD um. 3.A. banuiseBoii, BBe-
JieHa CBeXXe3aMOPOXXEHHasI 1ia3Ma, OTMeHeH BapdapuH.
08.04.22 noa HapKO30M BBIMIOJHEHA aCITUPALIUsT COAEPXKM-
MOTO reMaTOMBI U3 JIEBOTO KOJIEHHOTO cycTaBa. 11.04.22 .
JIEBOYKA BBIMMCAHA B YIOBJIETBOPUTEILHOM COCTOSTHUM.

3akimovyenue. Haille kK 1MHUYeckoe HaOMIOAEHUE WJI-
JIIOCTPUPYET CIOXHOCTU AuddepeHInaum BoCIaau-
TeJbHOW MPUPOJIBI apTpUTa y pebeHKa ¢ CuHIpoMoM [lay-
Ha.PeleHuio nmpo6aemMbl MOMOTro BbimodHeHue MPT
B pexxume whole body. CoxXHoCTb BbIOOpa Tepanuu Obuia
00yCJIOBIEHa MHOXECTBOM KOMOPOMIHBIX COCTOSTHUIM
¥ HEPBHO-TICUXUIECKMMU OCOOEHHOCTSIMU PeOeHKa C CHH-
npomoM JlayHa. Pa3BuTHe KM3HEYTrpoXKaroIEro COCTOSTHUS
B TIOCJIEOTIEPALIMIOHHOM TIEPUOJIE, OCIOXKHUBIIIETOCS ITPH-
coearHeHreM nHpekuun COVID-19, MOXXHO 00BSICHUTD
IMCKOOPAVHAIIMEH NEeMCTBUI CMEXHBIX CIIEIMaTUCTOB
¥ HecoOJIIoIeHueM peKoMeHnaluii no koutpoiato MHO
ponutensamu. HazHaueHue BapdapuHa 66110 000CHOBAaHO
HaJu4YueM KOaryJsSlMOHHBIX HapylleHuil Ha (oHe
COVID-19 u BpoxXIeHHOTO MOopoKa cepala, HO He ObLIO
YUYTEHO HaJMuMe BpeMEHHOro anudusnone3a (ycTaHOB-
JIEHHBIE CITUIIBI). PerieHre Bompoca o BBITIOJIHEHUH T11a-
HOBBIX OIIEPAaTUBHBIX BMEIIATEILCTB B TIEPHOJI ITMKa TTaH-
JeMUM TPeOyeT CTPOro B3BEIIEHHOTO ITOIX0/a C YYeTOM
IMPOTHOCTUYECKM HEOJaroNpUATHHIX (DaKTOPOB Y MalleH-
TOB C CONYTCTBYIOIIMMU 3a00JI€BaHUSIMU M BBICOKUMU
puckamu 3apaxeHuss COVID-19 B nedyedHO-TIpodutak-
TUYECKOM YUPEXKIECHNMU.

PEAKOE PEBMATOJIOTMYECKOE 3ABONNEBAHME:
BOJIE3Hb CTUIJIA'Y B3POC/IbIX
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Iens paboThl — ONMCaTh KIIMHUYESCKUI CITydail maru-
€HTKU ¢ 0osie3Hblo CTWIIIA ¥ OTIPENEIUTh, BO3MOXHA JIN
PaHHSS AMArHOCTUKA U HYXHO JIU YYUTHIBATh JTAHHYIO
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MaTOJIOTUIO B AMArHOCTUYECKOM TOMCKE Y B3POCIIBIX T1a-
LIMEHTOB.

MarepuaJjsi u MeToabl. [Tauuentka H., 27 ner, mocry-
mta 11.10.13 B peBMaTosmorndeckoe otaeiaenue Kb Ne 15
¢ XajiobaMu Ha 6071 B KOJIEHHBIX U JIEBOM ILJIEUEBOM CYy-
cTaBax, 0OOILyIO C1ab0CTh, MOBBLILIEHUE TEMITEPATYPhI Teja
J10 (heOpUTBbHBIX LIM(PP B OTHO U TO Ke BpeMsl CyTOK (B 19 4),
TIOSIBJIEHUE TIATHUCTO-TIAITYJIE3HOI CHIITM PO30BOTO IIBETA
Ha BBICOTE JIMXOPAIKHU, YMEHBIIAIOMIEHCS 110 MHTEHCUB-
HOCTH IPY CHYDKEHUHU TeMriepaTypbl. PaHee cunrtaia ceost
OTHOCHUTEJIbHO 310poBoii. B cenTsa0pe 2013 1. obpaTuiach
K IepMaToJIOTy IO TTOBOAY BBICHIITaHUI Ha Koxe. [1pu-
HUMaJjla aHTUTMCTaMUHHBIE TIpenapaThel 0e3 addekTa.
B nanbHeliieM npyucoefMHWIMCH 00K B CycTaBax, 001u
M YYBCTBO XCKEHMS B TOpJIe, TIOBBIIIEHUE TeMIIEpaTyphl
Tesa 10 (heOpUIbHBIX 3HaYeHWI. bbuta rocnmuraan3uposa-
Ha B KB Ne 3 ¢ muarno3zom «OPBU, peakTWBHBIN 10-
JIMapTPUT», Tae Haxoamnach ¢ 06.10.13 mo 11.10.13, korma
BIIEpBbIE IPUCOSTMHIIICS KOXHBIN 3y, Ha doHe Teparmmm
[JIIOKOKOPTHKOUAaMu (TIpeqHu3010H 150 Mr/cyT B Teue-
Hue 4 nHeit, 3ateM 60 Mr/cyT — 2 JHS) CHIITb PErpeccu-
poBaja, TeMIiepaTypa Tejla CHU3UIACh 10 CyO(heOpITbHBIX
3HA4YeHUIi, 00N B CycTaBaX YMEHBIIWIUCH. JBaXabl oc-
MotpeHa JIOP-BpauoM: matosiornu He BhIsIBJIeHO. M3BecT-
HO, 4TO 3a 2—3 Hen A0 aebloTa 3abojieBaHUS MepeHecsa
000CTpeHre BUPYCHOM MH(EKIIMK TTPOCTOro reprieca. bul-
Jla mepeBejeHa B peBMmartosioruyeckoe orneneHue I'Kb
Ne 15 ¢ momo3peHreM Ha CUCTEMHOCTh ITpoliecca.

Pe3yastatsl. [1py nocTyrieHUM B OTAEIEHUE COCTOS -
HME TTAaIMeHTKM cpefaHeil TsokecTu. Ha Koxke 1meu, ey,
Oenep, JTamOHHBIX MOBEPXHOCTE KMCTEHl ompenensiach
MATHUCTO-TaMyJIe3Hast Chilb. CIM3UCThIE 0000UKY O1e1-
Hble. YBeqnmueH e TMMMaTHIeCKUX Y3JIOB IIIEHHOM IPYIIITHI.
Bosm npu MakcMaTbHOM CTMOaHMK B KOJIEHHBIX CyCTaBaXx.
Heduryparims mpaBoro KOJIEHHOTO CyCTaBa 3a CUeT apTpH-
Ta. bonu ¢ orpaHnueHneM 0ObeMa aKTUBHBIX JBUKEHUI
o 90° B 1eBoM mieyeBoM cycTaBe. I[leyeHb BbICTymasa
U3-TIoA Kpas pebdepHoii Ayru Ha 2 cM. [lanbnupoBanach
HE3HAYMTEJIbHO YBeJIMUeHHas cele3eHKa. B obiem aHa-
JIM3e KPOBU: aHeMUs JIeTKO cTerieHn Tsekecty (Hb 115 /1),
neiikouuro3 17,3 x 10°/1, TpombGoiuros 617 x 10°/1,
B OMOXMMMYECKOM aHaiu3e KpoBu: yBeaudyeHue CPb
110 52,9 mr/. JTJabopaTopHBbIE CUMIITOMBI CUCTEMHEIX PEB-
Marudeckux 3aboneBanuii (AH® na HEp-2 kietkax;
aHTUTeNa K KapauoaunuHy kiacca IgG, IgM; ALILIT;
HLA-B27; uMMyHOOJIOTTUHT HAa aHTUHYKJI€apHbIE aHTHU-
Tejla) BBISIBICHH He ObLIM. Ha ocHOBaHUM OMMCaHHBIX
BBIIIIE KIMHUYECKUX U JIAOOPATOPHBIX CUMIITOMOB OBILT
MocTaBjieH nuarHos: 6one3nb Ctuiuia. Ha ¢oHe npose-
JIEHHOH Teparuyu METMIIPEIOM, MyJIbC-Teparuv METUII-
MPETHU30JIOHOM, METOTPEKCATOM OBbLT MOJTyYeH XOPOIIWIA
3 eKT: moNoXUTEIbHAs IMHAMIKKA B BUIE perpecca ap-
TPUTOB, BBICHIITAHWI M KOXHOTO 3yaa, HOpMaJIU3alluu
TeMITepaTypbl Teja 1 JIAO0paTOPHBIX TTOKa3aTeJeid.

3akmovenne. [IpeacTaBieHHBIN KIMHUYECKUN CITy-
Yyail JIEMOHCTPUPYET NPUMEP TPYAHOCTEN JUATHOCTUKU


mailto:rauzhevav@mail.ru

