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CutyauuoHHas 3apada 0001 FemaTonoruns

CutyauumoHHas 3apa4a 0001

12 BomnpocoB - FemaTosorus - Beicwee obpa3oBaHue

1. YCJIOBUE CUTYALMUOHHOU 3A0A4YN
1.1. Cutyauus

PebeHok 3 MecsiLeB C TPEXPOCTKOBOW LINTOMNEHWEN, INXOPAAKON FOCMNTAaNN3NPYETCS B
CTaumnoHap gna nposedeHns obcnenoBaHns, onpeneneHnsa TakTUKN Tepanun.

1.2. XKanoObl

Co cnioB MaTepu, y pebeHKa B Te4eHne Heaenn oTMeYatoTCs INXopaaka, BAloCTb,
61eHOCTb KOXMW.

1.3. AHaMHe3 3aboneBaHunA

3a Hegeno A0 HaCTOoSALWEN rocnMTanm3aunm nosbicuack TemnepaTtypa 4o 39°C, noABMANCH
ABJSIEHUS PUHNTA. YYHACTKOBbLIM BpayoM yCcTaHoBJieH AnarHo3 OPBU. PebeHok npoposixan
MxopagnTb, MOBTOPHO OCMOTPEH Bpa4oM, BbiBJIeHa rernatomMmeranmsa. HasHadyeHa
aHTubaKkTepuanbHas Tepanus.

Mpwn nccnepgoBaHUM reMorpamMmbl: IeNKOUNTbI 4 ThiC/MK, reMornobud 77 r/n, TpombounThl
56 TbiC/MK.

C HanpaBnsoLWUM ONarHo30M “oCTpbIn nenkos (?)” pebeHoK rocnnTann3npoBaH B
reMaTo/Iornyeckoe oTaesIeHme.

1.4. AHaMHe3 >XXU3HHU

PebeHok oT TpeTben bepemeHHOCTH (| BepeMeHHOCTb - AeBoykKa, || bepeMeHHOCTb -
MasibyuMK, OE€TWN 300POBbI), CAMOCTOSATEsIbHbIX POOOB Ha Cpoke 38 Henesnb. Bec npu
poxxpeHun 3120 r, pocT 50 cM. 13 poansibHOro gomMa BbiNMMCaHa Ha 5 CYTKN XU3HU. [Jo
HacToALEero MOMeHTa Ha eCTeCTBEHHOM BCKapMauBaHMn. BakuunHauunsa - renatut B, BLUXX-M
B poOouJIbHOM OOMe.

B mecsiYHOM BO3pacTe nepeHecsna oCTpbI BPOHXNT, pUHNUT. Haxoannacb Ha CTaUMOHapPHOM
nedvyeHun (B nepuog rocnmtanamsaunm B remorpamMmme - nemnkounTol 14,8 TbiC/MKA,
remornobuH 118 r/n).

1.5. O6beKTUBHbIA CTaTyC

Mpn nocTynneHnn cocTtosHme Taxxenoe. TemnepaTypa Tena 38,6°C. Bec 6,1 kr. PocT 58 cm.
Bsanas. Co3HaHue sicHoe. [pybo HEBPOJIOrNYECKON CUMNTOMAaTUKN HET. BonbLION POAHNYOK
He Hanps»xeH. MonoxeHne ectecTBeHHoe. KoXXHble NOKPOBbI beaHble, nepudepnyieckmnx
0TEeKOB HeT. Nmnepemus nepnaHanbHon obnactn. CnmsancTble 060/104KN POTOBOW NOSIOCTU
61enHo-po30Bble. [M0AKOXKHO-XXMPOBOW C/I0N pacnpeneneH paBHOMEPHO, PasBUT
[oCTaTo4HoO. Nepudepnydeckmne numpaTrmyeckme y3bl HE yBenYEeHbl. [lbiIxaHne 4yepes HOC
YMEepPEHHO 3aTPyOHEHO 3a CYEeT CZIM3UCTOro OTAENISEMOrO, B JIErKMX AbIXaHWe MPOBOANTCS
BO BCE OTAENbI, MY3PUJIbHOE, XPUMbl HE BbIC/TYLUNBAOTCA. TOHbI cepaua ACHbIE, pUTM
NnpaBUJbHbLINA, Taxnkapana 0o 140 yaapoB B MUHYTY, CUCTOJIMYECKUIA LUYM Ha BeEpPXyLWIKe
cepaua. A 85/60 mMm pT. cT. HaxoauTca Ha rpy4HOM BCKapMMBaHUN, PBOTbl HET. XKUBOT
MArKUIA, AOCTyneH rnybokKon nanbnaunm Bo Bcex oTaenax. NeyeHs + 6 cM, ceneseHka + 7
CM OT Kpasa pebepHon aAyru, ymMepeHHon nAoTHOCTU. CTyN pa3>XMXXeH, 3e1eHOoro LBeeTa.
Mo4nTca B namnepc, LBET MOYM HE N3MEHEH.
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1. NnaH obcnepoBaHus

Bonpoc 1

HeobxognmbiMun na60paTopr|M|/| MeTodaMun obcnenoBaHUA A9 MOCTAaHOBKW AMarHo3a
ABNAKOTCA

KoaryJjiorpaMmmMma
buoxuMmmnyeckoe uccnepgoBaHue CbIBOPOTKM KPOBM

ypoBeHb (peppUTUHA B CbIBOPOTKE KPOBM

000

ornpeneneHne rpynnoBoi NpUHaaaeXXHocTn rno cucteme ABO, onpeneneHue
¢heHoTMNa pe3yc dakTopa

remorpaMmMma

(5]
(6]
MpaBusabHbIEe OTBETHI:

1 - koarynorpamMmma
2 - bBuoxmMmyeckoe uccnepoBaHue CbiIBOPOTKU KPOBU

MuesiorpaMmma

3 - ypoBeHb (heppUTUHA B CbIBOPOTKE KPOBM
5 - remorpammMma
6 - MMenorpamma

OBOCHOBAHME

MUWHUMaNbHLIN 0653aTeNbHbIN 06beM 0bcnenoBaHNS:

KAnHn4yecknim aHanns KpoBU: reMoriobunH, reMaToOKPUT, IENKOLUTI, IenKounTapHas
dopmyna, TpoMOBOLNTI

BrnoxmmMmmnyecknm aHaans KpoBu: TpUranuepuabi(HaTowak), PeppuTuH CoiBOPOTKU, AJIT,
ACT, 6unupybuH obwmn/ppakumm, obwmnm 6enok, anbbyMnH, KpeaTUHUH, MOYEBMHA,
3NEeKTPONUTHI.

Koarynorpamma: ¢oubpuHoreH, A4YTB, NnpoTPOMONHOBLIN MHOEKC

depepasibHble KNMHNYECKEe peKOMEHAAUMN Mo ANAarHOCTUKE N JIEYEHUIO
FemoarounTapHOro MMMGOrucTUOLINTO3a y AeTeln, cTp. 12.

OEOEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALWW no gnarHocTuke v ie4eHnto remMadgaroumnTapHoro
MMGOrncTnoumTo3a y aeten. ObuiecTBeHHas opraHusaumna HaumoHanbHoe 06l ecTBO AeTCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL, OOV um. OMmntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)

MuHMManbHbIN 065A3aTeNbHbIN 06beM obcnenoBaHNS:

KAnHWYeCcKnin aHanms KpoBu: reMornobunH, reMaToKpUT, IENKOLUTLI, TenKouUuTapHas
hopmyna, TPOMOOLUTHI

BroxuMmnyeckuin aHanm3 KpoBu: Tpuranuepuabl(HaTowak), GeppuTuH CbiBOPOTKK, AJIT,
ACT, 6unupybuH obimnin/cpakumm, obwmm 6enok, anbbyMunH, KpeaTUHUH, MOYEBUHA,
3/1IEKTPOINTI.

Koarynorpamma: ¢pubpuHoreH, A4TB, NnpoTpoOMONHOBbLIN MHAEKC

depnepasibHble KJIMHUYECKUE peKoMeHA4aummn no AnarHoCTUKe 1 Jie4eHuto
remogaroumMTapHoOro AMMgorncTnoymnTosa y neten, ctp. 12.

OEOEPAJIbHBIE KITIMHUWYECKWE PEKOMEHOALIMA no AnarHoCTUKE 1 Jie4eHuto remadaroumtapHoro
nuMmdornctTnoumnTosa y aeten. ObuiecTBeHHas opraHmsaumns HaunoHanbHoe obLWeCcTBO AeTCKUX
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remMaTosioroB, oHkosoros; ®rey «®HKL, OO um. OMmntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)
MUHUMaNbHbIN 0653aTeNbHbI 06beM 0bcnenoBaHNS:

KnnHn4eckuin aHanms KpoBu: reMornobunH, reMaToKpUT, JIENKOLUNTLI, IeNKoLUTapHas
hopmMyna, TpomMbOLUTHI

BruoxuMmnyeckuin aHanm3 KpoBu: TpuUranuepuabl(HaTowak), GeppuTuH CbiIBOPOTKN, AJIT,
ACT, 6unupybuH obwmn/ppakumm, obwmm 6enok, anbbyMnH, KpeaTUHUH, MOYEBMHA,
3N1eKTPOSIUTHI.

Koarynorpamma: ¢pubpuHoreH, A4YTB, npoTPOMONHOBLIN MHOEKC

depepasibHble KJIMHNYECKMEe peKoOMeHOauuuy rno oUarHoCTuKe 1 Jie4eHuo
FemogarounTapHoOro MMMgorncTnounTo3a y neten, ctp. 12.

OEOEPAJIbHBIE KNMHUWYECKNE PEKOMEHOALWW no gnarHocTuke v evyeHnto remMadaroumnTapHoro
MMGOrncTnoumTo3a y geten. ObuiecTBeHHasa opraHusaumna HaumoHanbHoe o6l ecTBO AETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL OOV um. Omntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)

MuHMManbHbIN 065A3aTeNbHbIN 06beM obcnenoBaHNS:

KnnHn4ecknin aHanms KpoBu: reMornobunH, reMaToKpuUT, IENKOLUTLI, TeNKoLUTapHas
dopmyna, TpOMOOLNTHI

BroxuMmnyeckuin aHanm3 KpoBu: Tpuranuepuabl(HaTowak), GeppuTruH CbiIBOPOTKN, AJIT,
ACT, 6unupybuH obiunin/cpakumm, obwmm 6enok, anbbyMunH, KpeaTUHNH, MOYEBUHA,
3/1IEKTPOINTI.

Koarynorpamma: ¢pubpuHoreH, A4TB, NnpoTpOMONHOBbLIN MHAEKC

depepasibHble KJIMHUYECKUEe peKoMeH4aummn no AnarHoCTUKe 1 sie4eHunto
FemogarounTapHoro nMMgorncTnounTo3sa y neten, ctp. 12.

OEOEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALMW no gnarHoCTUKe v Ie4eHnto remadarounTapHoro
nmMdorncTmoumTosa y geten. ObuwectBeHHasa opraHusaumna HaumoHanbHoe 06LecTBO ETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL, OO um. Omntpusa PoravyeBa» MuHsgpasa Poccum, 2015 (1)

MUWHUMaNbHLIN 0653aTeNbHbI 06beM 0bcnenoBaHNS:

KnnHmn4yecknin aHanns KpoBu: reMoriobunH, reMaToOKPUT, IENKOLUTI, IerKounTapHas
dopmyna, TpoMOBOLNTHI

BrnoxmmMmmnyecknm aHaans KpoBu: TpUranuepuabl(HaTowak), peppuTuH CoiBOPOTKU, AJIT,
ACT, 6unupybuH obimn/ppakuynm, obwmnm 6enok, anbbyMnH, KpeaTUHUH, MOYEBMHA,
3NEeKTPONUTHI.

Koarynorpamma: ¢pubpuHoreH, A4YTB, NpoTPOMONHOBLIN MHOEKC
Y3 6ptoLLHON NONOCTH

PeHTreHorpaus rpyaHon KieTKu

Mwnenorpamma

depepalibHble KNMHNYECKEe peKoMeHAaUmMn rno AuarHoCTUKE N JIeYEHUIO
FeModarounTapHOro NMMMAOrucTUOLINTO3a y AeTen, cTp. 12.

OELEPAJIbHBIE KNIMHUWYECKNE PEKOMEHOALWW no gnarHoCTUKe v ie4eHnto remMadgaroumnTapHoro
MMGOrncTnoumTosa y geten. ObuiectTBeHHas opraHusaumna HaumoHanbHoe o6LecTBO AETCKMX
remMaTosioros, oHkosoros; ®rey «®HKL, OOV um. OMntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)
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3. Pe3synbTaTtbl NabopaTopHbiX MEeTOAOB 0O6CcnenoBaHus

3.1. l’emorpamma

NenkounTtbl 6,82 Thbic/MKA (H.7,2-11,7), HenTpodunbl 0,1 Teic/MKA (H.1,5-5,17),
remornobuH 79 r/n (H. 117-149), TpomboumnTbl 69 ThiC/MKN (H. 216 - 364).
NenkoumnTtapHasa popmyna: ¢/a HenTpoduabl - 10 %, nnmdountbl 81 %, MOHOUNTLI 9 %.
3.2. BuoxuMmuyeckoe uccsienoBaHme CbiIBOPOTKMU KPOBU

MoyeBas kucnota 0,27 mmonb/n (H. 0,143 - 0,339),

®ocoop 1,54 mmonb/n (H. 1,15 - 2,15),

AnbbymuH 24 r/n (H.38 - 54),

O6bwunin 6enok 48 r/n (H. 57 - 80),

BunupybunH obwmn 8,9 mkmonb/n (H. 1 - 17),

BunnpybuH npamon 3,7 mkmons/n (H. 0 - 3,4),

KpeaTuHuH 31,5 MkMonb/n (H. 36 - 62),

Mo4veBuHa 1,7 mmonb/n (H. 1,8 - 6,4),

noko3sa 4,43 mmonb/n (H. 3,33 - 5,55),

Kanunnm 4,1 mmonb/n (H. 3,5 - 5,1),

HaTtpun 139 mmonb/n (H. 136 - 146),

ANT 14 epn/n (H. 0 - 71),

ACT33 ep/n(H. 0 - 96),

nar 343 en/n (H. 180 - 430),

LL®d 96 ea/n (H. 0 - 449),

MaHkpeaTnyeckasa amunasa 1,9 ea/n (H. 0-8),

XonectepuH 2,75 mmonb/n (H. 0 - 5,2),

Tpurnnuepunabl 5,33 mmons/n (H. 0 - 2,3),

Jvnasa:9 en/n (H. 0-31),

JINHM:0,95 mmonb/n (H. 1,5 - 3,34),

JINBM <0.13 mmonb/n (H. 1,68 - 2,1),

C-peakTuBHbIn 6enok:17,42 mr/n (H. 0-5).

3.3. Koarynorpamma

®unbpuHoreH 1 r/n (H. 2 - 3,93), aHTUTPOoMO6UH Il 78 % (H. 83 - 128)

3.4. YpoBeHb (peppUTUHA B CbIBOPOTKE KPOBMU

®eppuUTUH CbIBOPOTKU 853,7 MKr/n (H. 6 - 410)
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3.5. Muenorpamma

Mwnenorpamma: HeguddepeHUnpoBaHHble 61acTHblie kKneTkn 2,4 % 1 0,8 % No To4ykaMm
COOTBETCTBEHHO. Mpn 0630pHOM NMPOCMOTPE NpenapaToB BCTPEYaTCA HEMHOMO4YNUCIIEHHbIE
KJ1IeTKU MakpodaraibHO-rMCTUOLNTAPHOro psna (eanHnYHble C ParounTo3oM
HenTpodunnos, HOpMobacToB)

3.6. OnpeneneHve rpynnoBoM NpUHaAie>XHOCTU no cucreme ABO,
onpepeneHue peHoTuna pesyc cpakropa

pynna kKposu - rpynna A (I1)

Pe3yc hakTop NON0OXKUTENbHbIN

Bonpoc 2

HeobxognmbiMun MHCTPYMEHTAJIbHbIMN MeTOOdaMW obcnegoBaHmMa gna NOCTaHOBKM AMarHosa
ABNAKOTCA

1 [AYyMNJeKCHOe CKaHMpOBaHME COCYy0B BEpPXHEN MOJION BEHbI
9 KOMMNblOTEPHaA TOMorpadusa opraHoB rpyaHOU KJ1€TKHU
3 DJJIeKTpoKapauorpamMmma

4 peHTreHorpagusa 4yepena

e YJ/ibTPa3ByKOBO€e UuccsiegosaHve opraHoB 6pIOI.IJHOI7I noJiIoCTH

MpaBusabHbIEe OTBETHI:

2 - KOMNbIOTEPHas TOMOrpadusa OpraHoB rPyAHON KJIeTKMU
5 - ynbTpasBykoBOoe uccienoBaHMe OpraHoB OpPIOLLIHON MOJIOCTHU

OBOCHOBAHME

MWHUMaNbHbLIN 0653aTeNbHbI 06beM 06cnenoBaHNS:

KnnHn4yecknim aHanms KpoBu: reMoriobunH, reMaToKpUT, IENKOLUTbI, IeMKounTapHas
dopmyna, TpoMOBOLNTHI

BrnoxmmMmnyecknm aHanans KpoBu: TpUranuepuabl(HaTowak), peppuTuH CoiBOPOTKKU, AJIT,
ACT, 6unupybuH obwimn/ppakuymm, obwmnm 6enok, anbbyMnH, KpeaTUHUH, MOYEBMHA,
3NEeKTPONUTHI.

Koarynorpamma: ¢oubpuHoreH, A4TB, NpoTPOMONHOBLIN MHOEKC

Y31 6ploLLHON NONOCTH

PeHTreHorpaus rpyaHon KieTKu

Mwnenorpamma

CnuHHOMO3roBas NyHKUma (noces, unTo3, 6enoK, rawKosa, uutonpenapaT)

Bupycosnorus: MUP OHK 1 ceponormna umMtomeranosupyca, Bupyca 3nwrtenHa-bapp,
BWY, HSV, HHV6, HHV8, HZV, napBosupyc B19, ageHosupyc.

[eMOKyNbTYypa
MPT rosioBHOro mosra B pexxume T1, T2, FLAIR, ¢ KOHTpacTUpOBaHUEM rafoJIMHNEM.
NMMYHOr 106y inHbI CbIBOPOTKMU

MMMyHOoeHOoTUNMpoBaHne NMMGOLNTOB Nepudepmnyeckon Kposu

MedikCase - medikcase.ru cTp. 6
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HLA-TunmnpoBaHme nauneHTa n ceMbi
WccnepoBaHue akTneHocTn HK-kneTok*
MccnepoBaHue ypoOBHS pacTBOPUMOro peLenTtopa K MUHTepnenknHy-2 (sCD25)*

depepasibHble KJIMHUYECKUEe peKoMeH4aummy no AnarHoCTuKe 1 sie4eHunto
FemogarounTapHoro amMmgormncTnounTosa y geten, ctp. 11.

OELEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALMW no gnarHOCTUKE v Ie4eHnto reMadarounTapHoro
nuMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHmsaumns HaunoHansHoe obLWeCcTBO 4eTCKMUX
remMaTosioros, oHkosoros; ®rey «®HKL, OO um. Omntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)

MUWHUMaNbHbIN 0653aTeNbHbI 06beM 0bcnenoBaHNS:

KnnHn4eckuin aHanms KpoBu: reMoranobunH, reMaToKpUT, JIENKOLUNTLI, IeNKoLUUTapHas
hopmMyna, TpomMbOLNTHI

BruoxuMmnyeckuin aHanm3 KpoBu: TpUranuepuabl(HaTowak), GeppuTuH CbiIBOPOTKN, AJIT,
ACT, 6unupybuH obwmn/ppakumm, obwmm 6enok, anbbyMnH, KpeaTUHUH, MOYEBMHA,
3N1EeKTPOSIUTHI.

Koarynorpamma: ¢pubpuHoreH, A4YTB, NnpoTPOMONHOBLIN NMHOEKC

Y3 6ptoLHOM MonocTun

PeHTreHorpacumna rpyaHoOn KNeTkun

Mwenorpamma

CnnHHOMO3roBas NMyHKUKUs (noces, U1To3, 6enok, rawkKosa, umtonpenapar)

Bupyconorus: NMUP OHK n ceponormna umtoMmeranoBmpyca, Bupyca 3nwitenHa-bapp,
BWY, HSV, HHV6, HHV8, HZV, napsosupyc B19, ageHosupyc.

emMoKkynbTypa

MPT ronoBHoro mo3sra B pexxume T1, T2, FLAIR, C KOHTpacTUpOBaHNEM ragosIMHUEM.
NMMyYHOT 106y IMHBI CbIBOPOTKM

NMMyHOeHOTUNMpoBaHNe NUMQOLNTOB rnepudepmnyeckon Kposu
HLA-TunmnpoBaHme nauneHTa n ceMbi

WccnepoBaHue akTneHocTn HK-kneTok*

MccnepoBaHue ypoOBHS pacTBOPUMOro peLenTtopa K MUHTepnenknHy-2 (sCD25)*

depepasibHble KJIMHUYECKUEe peKoMeHaaummn no AnarHoCTUKe 1 sie4eHunto
FemogarounTapHoro namMmegormncTnounTosa y geten, ctp. 11.

OELEPAJIbHBIE KNIMHUWYECKNE PEKOMEHOALMW no gnarHoCTUKe 1 Ie4eHnto remadarounTapHoro
nuMmdorncTnoumnTosa y aeten. ObuiecTtBeHHas opraHmsaumns HaunoHanbHoe obLWeCcTBO 4eTCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL, OO um. Omntpusa PoravyeBa» MuHsgpasa Poccuum, 2015 (1)

5. Pe3ynbTaTbl MHCTPYMEHTaNbHbIX MeTOA0B 06cnenoBaHus

5.1. YnbTpa3ByKOBOE UcCC/ief0BaHUe OpraHoB OpPIOLWLHON NOJIOCTH

Y3-npu3Haku cnjeHoMmeranmu

MedikCase - medikcase.ru cTp. 7
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5.2. KomnbloTepHasa ToMmorpadusa opraHoB rpyHOMN KJIeTKHU

0Oy4aroBo-MHMUABTPATUBHbBIX U3MEHEHUIN TKAHWN NErKnx, yBeJNYEHHbIX TMMdaTNYEeCKNX
Y3/10B CPeOOCTEHUSA, KOPHEN JIErKNX N NoAMbIWEYHbIX 06s1acTen He BbISAB/IEHO

5.3. dneKTpokKapauorpamma

BepTukanbHoe nonoxeHmne 30C. CnHycosada apntmus, YCC B npeagenax BO3pacTHOW HOPMbI

2. OuarHos

Bonpoc 3

Ha ocHoBaHuW pe3ybTaToOB NpoBeAeHHOro o6cnenoBaHNsa MOXKHO YCTaHOBUTb ANArHO3
1 OcTporo MnmenonaHoro nemnkosa
9 FlremodaroumtapHoro AMM@orncTuoLuTO3a
3 OcTtporo nnmdgobnacTHoro nenkosa

4 HOBeHWbHOro MmneanoMoHoUMTapHOro nenkosa

MpaBunbHbLIA OTBET:

2 - TemocaroumtTapHoro nmmcgporucTmoumnTosa

OBOCHOBAHME

[varHos ycTaHaB/MBaeTCs Ha OCHOBAHMWN XapaKTepHOro coyeTaHns CUMMNTOMOB 1
NabopaTopHbIX NpM3HaKoB. O6LECTBOM MO N3Yy4YEeHUD TMCTUOLNTO30B pa3paboTaHbl
OVarHOCTUYeCKMEe KpUTepum remodarouMTapHoro IMMGOrncTMoLmnTo3a.

depepasibHble KJIMHUYECKUEe peKoMeHaaummn no AnarHoCTUKe 1 sie4eHunto
FemogarounTapHoro nMMmgorncTnounTosa y neten, ctp. 12.

OEOEPAJIbHBIE KNTMHUWYECKNE PEKOMEHOALMW no gnarHoCTuKe v ie4eHnto remadarounTapHoro
numdorncTunoumnTosa y neten. ObuiecTtBeHHas opraHmsaumns HaunoHanbHoe o06LWecTBO 4eTCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL, OO um. OMntpusa PoravyeBa» MuHsgpasa Poccum, 2015 (1)

7. OmarHos

7.1. remocparoumTapHbin NTMMEPOrMcTUOLUTO3

Bonpoc 4

Onsa ncknioveHns/noATBEPXKAEHNSA NepPBMYHOI0 Xapaktepa 3aboneBaHna HY>XKHO BbINOJIHUTb
1 HLA-TunnpoBaHMe nauneHTa
€@ MonekynapHo-reHeTHueckoe UcciepoBaHune
3 uMTOreHeTu4Yeckoe nccriefoBaHne KOCTHOMo Mo3ra

4 6uoncuio nevyeHun

MpaBunbHbLIAN OTBET:

2 - MOJIeKYJIApHO-reHeTu4eckoe uccsengoBsaHue

MedikCase - medikcase.ru cTp. 8
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OBOCHOBAHME

HononHnTenbHble 31eMeHTbl 06CcnenoBaHUS (BbIMOSHATCS MPU HANNYUN CreunanbHbIX
NMoKa3aHun)

MccnepgoBaHue akcnpeccun nepgopuHa B HK KieTkax MeTogoM MpoOTOYHOMN
unmToMeTpum TM60 UMMYHOTUCTOXUMUYECKN.*

NccneposaHue skcnpeccun CD107 Ha akTuBMpoBaHHbIX HK-kneTkax*

MonekynsapHo-reHeTn4yeckoe nccnepgosaHme reHos PRF1, MUNC13D, STX11, STXBP, a
Tak>XXe, MpY HaIMYUN KINHUYECKX 1 nabopaTopHbIX yKa3aHui, reHoB SH2D1A, BIRC4,
RAB27.*

depepasibHble KJIMHNYECKMEe peKoOMeHOaluuy rno oUarHoCTuKe 1 Jie4eHuo
FemogarounTapHoOro 1MMgorncTnounTo3a y geten, ctp. 11.

OEOEPAJIbHBIE KITMHUYECKUE PEKOMEHOALIM no AnarHoCTUKE 1 Ie4eHunto remadaroumtapHoro
nMMGOrncTnoumTo3a y geten. ObuecTBeHHasa opraHusaumna HaumoHanbHoe 06l ecTBO AETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL OOV um. OMntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)

3. JleyeHue

Bonpoc 5

06beM MUHMMaNbHOro obs3aTensHoOro obcnenoBaHUs Npu remodarouMTapHOM
NNMGOrNCTUOLNTO3€E TaKXXe BKIIOYaAET

o npoBepeHue CNMHHOMO3roBOW NyHKUUM (NoceB, UUTO3, OeNlok, rJaKos3a,
uutonpenapart, MU P- Bupycosnorus)

2 NpoBeAeHMe 3/1eKTPo3HUeda orpaMmbl

3 onpegesieHne rpynnosBon NpuHagsexxHocTn no cucteme ABO, onpeneneHue
eHoTUna Pesyc-hpakTopa

4 unCCcnefoBaHMe YPOBHA BUTaMUHa B12 B CbIBOPOTKE KPOBMU

MpaBunbHLIN OTBET:

1 - npoBepeHue CNMHHOMO3roBOW NyHKUUM (noces, LUTO3, 6€noK, rNKosa,
uutonpenapart, MNLU,P- Bupycosoruma)

OBOCHOBAHME

CnrHHOMO3roBas NyHKLUMs (noces, UMTo3, 6eNoK, rnoKo3sa, LMTonpenapaT)

depnepasibHble KJIMHUYECKME peKoOMeHAaumn no AnarHoCTUKe 1 Jie4eHunto
FemogaroumTapHoOro 1MMgorncTnounTo3a y neten, ctp. 7.

OEOEPAJIbHBIE KITMHUWYECKUE PEKOMEHOALIMA no AnarHOCTUKE 1 Jie4eHuto remadaroumtapHoro
nuMmdornctTnoumnTosa y aeten. ObuiecTtBeHHas opraHmsaumns HaunoHanbHoe obLWecTBO AeTCKUX
remMaTosioroB, oHkosioros; ®rey «®HKL, OOV um. OMmntpusa PoravyeBa» MuHsgpasa Poccum, 2015 (1)
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Bonpoc 6

K OMarHoCTUYeCKUM KpUTEepmUsam remoarountapHoro MMGOrucTuounTosa OTHOCUTCS
1 noBbllWeHNe YPOBHSA heppuTmnHa > 1500 MKr/n
Q runepTpurnvuuepuaemMusa n/unm runogpmbpuHoreHeMus
3 5uxopapka >38,5°C > 2 gHen

4 renaTtoMeranusa > 5 cMm n3-nop kpaa pebepHon ayru

MpaBunbHbLIAN OTBET:

2 - runepTpurnuuepuaeMus u/mwnm runopumbpmHoreHemums

OBOCHOBAHME

dnarHocTrnyeckmne KpuTepumn remodaroynTapHoro amMmporncTmoumnTosa, Histiocyte
Society, 2004
Jlnxopagka >38,5 oC > 7 gHen

CnneHomeranmsa >3 CM 13 NoL4 Kpas pébepHon ayru

LUuToneHns B = 2-X IMHUSAX

FemornobuH <90 r/n, TpombounTbl <100x109/n, HenTpodunbl <1 x109/n
FrmnepTpuranuepuaemMms u/mnm runoubprHoreHemMmus

Tpuranuepugbl >2,0 mmon/n nnm >3SD pubpuHoreH <1,5 r/n
deppuHTUH >500 MKr/n

sCD25 >2500 Eg/n

CHum>XeHue akTnBHoCTU HK-KieTok

feModaroymnTos B KOCTHOM MO3re, IMM@aTUYeCKMX y3ax uimn JnKesope

depepasibHble KJIMHUYECKUEe peKoMeHaaummn no AnarHoCTUKe 1 sie4eHunro
remogaroumMTapHoOro AIMMgorncTnoyumnTosa y geten, cTp. 8.

OEOEPAJIbHBIE KITIMHUWYECKWUE PEKOMEHOALIMA no AnarHOCTUKE 1 Jie4eHunto remadaroumtapHoro
nMM@orncTnoumTosa y geten. ObuwecteseHHas opraHusaumna HaumMoHanbHoe 06LecTBO AeTCKMX
remaTosioros, oHkosnoros; ®rbY «®HKL, OO nm. Omutpua PoravyeBa» MuHsgpasa Poccum, 2015 (1)

Bonpoc 7

K npenapaTaMm, NpUMeEHseMbIM B NE€PBON IMHUN Tepanun remodarounTapHoro
nuMmeormnctTuoumnTosa no npotokony HLH-2004, oTHocATCA

1 [JekKCaMeTas30H, BUHKPUCTUH, AayHOpPYybuLMH
€©) nexcameTas’oH, LMKJIOCNOPUH A, 3TONO3MA,
3 uuTO3ap, 3TONO3nAa, AayHopybuLmMH

4 NpeadHN30JIOH, BMHBNACTUH

MpaBunbHbLIN OTBET:

2 - peKcaMeTa30H, LUKNOCNOpPUH A, 3TONO3MUA,

MedikCase - medikcase.ru cTp. 10
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OBOCHOBAHME

Bce maumeHTbl C MOOO3PEHMEM Ha NePBUYHbIA reModarounTapHbIn TMMGOrnCTMOLNTO3
OOJDKHbI MOSTY4UTb KOMOMHNPOBAHHY MMMYHOCYNPECCUBHYIO XUMUOTEPanuto
npenapaTtamMmu feKcameTa3oH, 3TOMO3UA U LIWKJIOCMOPUH A C LeJsiblo KOHTPOA
CUCTEMHOr0 BOCMaJieHNa N NMpenoTBpaLleHns HeobpaTMbIX MOBPEXAEHWA OPraHoB, B
rnepByto ovepenb - LeHTpPasibHON HEPBHOW CUCTEMBI.

https://www.skion.nl/workspace/uploads/HLH-2004-protocoll.pdf
“Treatment protocol of the second international HLH Study 2004”, cTp. 6.

depepasibHble KJIMHNYECKME peKoOMeHOauuuy rno oUarHoCTuKe 1 JIie4eHuo
FemogarounTapHoro aMMmgorncTnounTo3a y neten, ctp. 11.

OEOEPAJIbHBIE KNMHUWYECKNE PEKOMEHOALWW no gnarHocTuke v eveHnto remMadaroumnTapHoro
nMMGOrncTmoumTo3a y geten. ObuiecTBeHHas opraHusaumna HaumoHanbHoe o6l ecTBO AETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL OOV um. Omntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)

Bonpoc 8

CoxpaHeHune nuxopankn >38 ' C, MaccuBHOI renaTocnneHoMeranmum, TpomboumnToB
<50x10° /N, HenTpodunnos <1x 10° /n, noTpebHoCTn B TpaHChy3mnaxX
3PUTPOLNTCOAEPXKALLMX KOMMOHEHTOB AOHOPCKON KPOBW pacLieHnBaeTCs Kak

1 YaCTUYHbIN OTBET
2 XpoHun4yeckasn asa
€) axTueHoe 3abonesanue

4 peunans 3aboneBaHns

MpaBuAbHLIA OTBET:

3 - aKTUBHOe 3abosieBaHue

OBOCHOBAHMUE

AKTMBHOe 3abosieBaHMeE: COXpaHeHne nnxopadku >380C, maccnBHOMN
renaTocrnsieHomMmeranum, TpombounToB <50x109/n, HenTpoguioB <1x109/n,
noTpebHOCTM B TpaHCAY3USAX IPUTPOLUTHON Macchl.

depepasibHble KJIMHUYECKUEe peKoMeH4aummy no AnarHoCTuKe 1 sie4eHunto
FemogarounTapHoro aMMmgorncTnounTosa y neten, ctp. 12.

OELEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALIMN no gnarHoCTUKe v Ie4eHnto reMadarounTapHoro
numdorncTnoumnTosa y geten. ObuecTtBeHHas opraHmsauns HaunoHansHoe obLWeCcTBO 4EeTCKMX
remMaTosioros, oHkosoros; ®Prey «®HKL, OO um. Omntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)
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Bonpoc 9
MaunmeHTam C NepBUYHLIM remodaroumTapHbIM JIMMAPOrMICTUOLMTO30M NMOKa3aHa
1 ayToJIorM4yHaa TpaHCnAaHTauMsa reMono3TUYeCKUX CTBONOBLIX KJ1IeTOK
€@ annoreHHas TpaHCNAaHTaLMWA FreMONO3TUYECKUX CTBOJIOBbIX KJIETOK

3 Tepanug npenapaToM MOHOKJIOHa/IbHOIO aHTUTENa K YeSlIoBE4YEeCKOMY peLenTopy
NHTEepNenknHa-6

4 WHTpaTeKaJibHada Tepanus

MpaBuAbHLIA OTBET:

2 - aNJIoOreHHas TpaHCNJIaHTaUMA reMoNno3TUYEeCKUX CTBOJIOBbIX KJIETOK

OBOCHOBAHMUE

Bcem nauveHTaM C gOKa3aHHbIM nepBUYHbIM FeMO(baFOLI,I/ITaprIM
J'IVIMCbOFVICTVIOLJ,VITO3OM MoKa3aHO BbIMOJIHEHME aJIJIOr€HHOM TPaHCrJ1aHTaunn
KPOBETBOPHbLIX CTBOJIOBbIX KJIETOK.

depepasibHble KJIMHUYECKUEe peKoMeH4aummy no AnarHoCTuKe 1 sie4eHunto
FemogarounTapHoro amMmegorncTnounTosa y geten, ctp. 11.

OELEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALIMW no gnarHoCTUKe v Ie4eHnto reMadarounTapHoro
nmmdorncTnoumnTosa y geten. ObuiecTtBeHHas opraHmsaumna HaunoHansHoe obLWeCcTBO 4EeTCKUX
remMaTosioros, oHkosoros; ®rey «®HKL, OOV um. Omntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)

Bonpoc 10

OANTenbHOCTb MHUUMAIbHOW Tepanun remodaroumnTapHoro amMgorncTmoumnTosa no
npoTtokony HLH-2004 cocTasnseT Hehesb

1 2
2 6

€ 8

4 1

MpaBunbHLIK OTBET:

3-8

OBOCHOBAHME

Cpok TpaHcnaaHTauum

Mpn NepBnYHOM remocarouMTapHOM CUMHAPOME TPaHCM/IaHTauns goJ>KHa bbITb
BbIMOJIHEHA HACTOJIbKO ObICTPO, HAaCKOJIbKO BO3MOXXHO. ONMTMMalIbHO - B Te4YeHne OBYX
MecCsLLEeB OT OKOHYaHUA NHMLMANIbHONM (ha3bl Tepanuun. MpefnoyYTUTEesIbHO BbIMOJIHEHWE
TpaHCNAaHTauMmM B peMmmccum 3aboneBaHns, o4HaKO OTCYTCTBME PEMUCCUN HE SIBNSIETCS
MPOTUBOMOKAa3aHMeM AJ15 BbIMOJIHEHUS NepecanKku.

depepalibHble KNMHNYECKEe peKoOMeHAaUMn Mo AMarHOCTUKE N JIEYEHUIO
FemModarounTapHOro NMMMAOrucTUOLINTO3a y aeTel, cTp. 12.

OELEPAJIbHBIE KNIMHUWYECKNE PEKOMEHOALWW no gnarHoCcTuKe v ie4eHnto remMadaroumnTapHoro
nnmdorncTnoumnTosa y geten. ObuwecTteeHHas opraHmsaumna HaunoHanbHoe o6LWecTBO 4eTCKMX
remMaTosioros, oHkosoros; ®rey «®HKL, OOV um. OMntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)
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4. BapuaTtus

Bonpoc 11

YaCTMYHbBIN OTBET MO OKOHYaHUW MHULUMNANBHOW Tepanuu rno npotokoay HLH-2004
XapakTepusyeTtcs

1 paspelleHnem Bcex KINHNYEeCKMX 1 nabopaTopHbIX NpU3HaKoB 3aboneBaHns

@ oTvcyTcTBMEeM nuMXopapKM, NeyeHb < 3 CM, cesieseHKa < 5 CM u3-nop Kpas
pebepHoi ayru, ypoBHeM TpoMboLMTOB >50x10° /n, HeuTpoduios >1x10°
/N, OTCYTCTBMEM NOTPEOHOCTU B TPAHC(Y3UAX SPUTPOLLUTAPHON MACChI

3 COXpaHeHueM nuxopagku >38 0 C, MaccuBHOM renaTocnieHoMeranvei, ypoBHeNn
TpombounTtos <50 x 10 o/n, HenTpodunos < 1 x 10 oIn, notpebHocTaAMN B
TpaHCY3UAX 3PpUTPOLINTAPHON MaCChl

4 OTCYTCTBUEM NIMXOpaOKW, NevyeHb < 3 CM, ceneseHka < 5 cM 13 nopg kpas
pebepHon oyru, ypoBHeM TpoMboLNTOB >50x10° /n, HenTpodunnos >1x10° /n,
coxpaHeHneMm NoTpebHOCTN B TPaHChY3MAX IPpUTPOLUTHON MacChl

MpaBunbHbLIAN OTBET:
2 - OTCYTCTBMEM JINXOPAAKHM, NevyeHb < 3 CM, cesie3eHKa < 5 cM u3-nop Kpas

pebepHoX Ayru, ypoBHeM TPOMOOLMTOB >50x10° /n, HeuTpodunos >1x10°
/N, OTCYTCTBMEM NOTPEOHOCTU B TPAHC(HY3UAX SPUTPOLUTAPHOU MACChI

OBOCHOBAHMUE

HYacTWYHbIM OTBET: OTCYTCTBME JIMXOPALAKN, NeYeHb <3 CM, cesie3eHKa <5 CM 13-nos
pebpa, TpomboumnToB >50x109/n, HenTpodmnos >1x109/n, oTcyTCTBME NOTPEOHOCTN B
TPaHCPY3nAX SPUTPOLUTHON MacChl.

depepasibHble KJIMHNYECKMEe peKoOMeHJaunmy rno ouarHoCTuke n Jie4eHuo
FeMmoarouymTapHOro AMMGorncTmounTosa y geten, ctp. 11.

OEOEPAJIbHBIE KNIMHUYECKNE PEKOMEHOALWW no gnarHocTuke v ie4eHnto remMadgaroumnTapHoro
MMGOrncTnoumTo3a y aeten. ObuecTBeHHas opraHusaumna HaumoHanbHoe o6l ecTBO AETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL OOV um. OMntpusa Poravesa» MuHsgpasa Poccum, 2015 (1)

Bonpoc 12

K AnarHoCTU4eCKuM Kputepmam remodarounTapHoOro AMM@PorucTMoLnTosa y 4aHHOro
naumneHTa OTHOCUTCA

@ cnneHomeranusa > 3 cm u3-nopA Kpasa pebepHoi ayru
2 aHeMU4YeCKMn CUHOPOM
3 3HTEepoKoAUT

4 TaXukKapouA

MpaBuabHbIA OTBET:

1 - cnneHoMmeranua > 3 cM u3-nop Kpasa pebepHon ayrm
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CutyaumoHHas 3agayva 0001 FemaTonorus

OBOCHOBAHME

OnarHocTmn4eckme Kputepum remodarounTapHoro amMmporncTmoumnTosa, Histiocyte
Society, 2004
Jlnxopagka >38,5 oC > 7 gHen

CnneHomMeranua >3 cM U3 NoA Kpas pébepHon ayru

LintoneHnsa B = 2-X IMHUAX

FemornobuH <90 r/n, TpombounTbl <100x109/n, HenTpodunbl <1 x109/n
FvnepTpuranuepnaeMus n/mnm runo@ubprHoreHeMmns

Tpuranuepugbl >2,0 mmon/n nnm >3SD pubpuHoreH <1,5 r/n
deppuHTUH >500 MKr/n

sCD25 >2500 Eg/n

CHmXeHne akTnBHoCcTn HK-KneTok

feModaroymnTos B KOCTHOM MO3re, MM aTUYeCcKmX y3aax uim Jmkesope

®depepasibHble KJIMHNYECKMEe peKoOMeHOaluuuy rno oUarHoCTuKe 1 Jie4eHuo
remogaroumMTapHOro IMMGoOrncTnoyunTo3a y geten, cTp. 8.

OEOEPAJIbHBIE KITMHUYECKUE PEKOMEHOALIMA no AnarHoCTUKE 1 Ie4eHunto remadaroumtapHoro
NMMGOrncTnoumTo3a y geten. ObuecTBeHHasa opraHusaumna HaumMoHanbHoe 06l ecTBO AETCKMX
remMaTosioroB, oHkosoros; ®rey «®HKL OOV um. OMntpusa Poravyesa» MuHsgpasa Poccum, 2015 (1)
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