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CutyauuoHHas 3apaya 0001
O6pa3oBaHue: Bricluee obpa3oBaHue | CreunanbHOCTb: FeMaTonorus
1. YCIOBUE CUTYALLUOHHOW 3A0A4YU

1.1. Cutyauusna

PebeHoK 3 MecsiLleB C TPEXPOCTKOBOWN LNTOMEHNEN, NTMXOPaAKON roCNUTaIU3nNpyeTCcs B cTauMoHap
aona nposeneHnsa obcnenoBaHus, onpeneneHnsa TakTUKN Tepanuu.,

1.2. XKanoobl

Co cnoB maTepu, y DGGGHKa B Te4eHne Heaennm oTMedalnTCd JInXxopaakKa, BA0OCTb, 671 4HOCTb KOXMU.

1.3. AHaMHe3 3a0oseBaHuA

3a Hefeno A0 HacTosLWen rocnMTanm3aumm NnoBbicuiace TeMmnepaTtypa 40 39°C, NoaBUANCE ABNEHUS
PUHUTA. Y4aCTKOBbIM Bpa4yoM yCTaHOBJeH AnarHo3s OPBU. PebeHOK npoaosiKasna nMxopagnTb,
MOBTOPHO OCMOTPEH BPayoM, BbisiBNiIeHa rernaTtomMmerannsa. HasHavyeHa aHTubakTepuasbHaa Tepanus.

Mpwn nccnenoBaHUM reMorpaMMmebl: 1eMKOUNTbI 4 TbiC/MKA, reMornobuH 77 r/n, TpombounTbl 56
ThIC/MKII.

C HanpaBAsAlOLWMM OUarHO30M “OCTPbIN N1enKo3 (?)” pebeHoK rocnTann3npoBaH B reMaToslorm4eckoe
oTAeNieHmne.

1.4. AHaAMHe3 XXU3HHU

PebeHok oT TpeTben bepeMmeHHOCTM (| BepeMeHHOCTb - AeBoYKa, || 6epeMeHHOCTb - Manb4uK, OeTn
3[,0pPOBbI), CAMOCTOATEJIbHbIX POAOB Ha Cpoke 38 Hepenb. Bec npu poxxpgeHnn 3120 r, poct 50 cm. U3
pPOAUIBHOIO iI0Ma BbIMNCAHa Ha 5 CyTKU Xu3HW. [Jo HacToALlero MOMeHTa Ha eCTeCTBEHHOM
BCKapMamBaHun. BakunHauusa - renatut B, BUXX-M B pognnbHom gome.

B mecs4HOM BO3pacTe nepeHecsia oCTPbIN BPOHXUT, pUHNT. Haxoamnack Ha CTauMOHAPHOM JIeYeHUN
(B mepuopn rocnuTanMsaumm B reMorpamMmMme - nenkounTbl 14,8 Tbic/MKN, reMors106uH 118 r/n).

1.5. OObLEeKTUBHbIN CTATyC

Mpn NOCTyNAeHNn COCTosHME Taxenoe. TemnepaTypa Tena 38,6°C. Bec 6,1 kr. PocT 58 cM. Banas.
Co3HaHune acHoe. Npybon HEBPOIOrNMYECKON CUMATOMATUKN HET. BOAbLION POAHMNYOK HE HaMpPS)KEeH.
MNMonoxeHune ectecTBeHHoe. KoXXHble MOKPOBLI 6neaHble, nepndeprnyeckmx 0TeKoB HeT. FnnepeMuns
nepuaHanbHon o6nacTn. CansmcTble 060104KM POTOBOM NOSOCTM BefHO-PO30BbIE.

Mo OKOXXHO->XXMPOBOW CNOK pacnpeesieH paBHOMEPHO, pa3BUT JOCTaTo4Ho. Mepudepunyeckue
NuMdpaTryYecKune y3ibl He yBesinyeHsbl. [ibixaHne yepes3 HOC yMepPEeHHO 3aTPYAHEHO 3a CHET CAU3NCTOro
OTAesIAeMOro, B JIerkux AblXxaHune nNpoBOANTCSA BO BCE OTAENbI, My3PUISIbHOE, XPUMbl HE
BbICNYLIMBAOTCA. TOHbI cepaua ACHble, pUTM NpPaBUJibHbIN, Taxnkapans 0o 140 yoapoB B MUHYTY,
CUCTOIMYECKNN WYM Ha BepXxylike cepaua. Al 85/60 MM pT. cT. HaxoamTcsa Ha rpyaAHOM
BCKapMJIMBaHUW, PBOTbI HET. YKUBOT MArKMN, AOCTyneH raybokon nasbnaunv BO BCEX OTAENAX.
MeyveHb {plus} 6 cm, ceneseHka {plus} 7 cm oT Kpas pebepHon Oyrn, ymepeHHon naoTHocTn. CTyn
pa3XXuxeH, 3es1eHoro useTa. MoynTcsa B namnepc, LUBeT MOYN HE NU3MEHEH.

1. NMnaH obcnepoBaHus

Bonpoc 1.
H606XO,D,VIMI:IMVI na60paTopr|Mv| MeToaaMu OGCJ‘IG,D,OBaHVIﬂ ONnAa NOCTaHOBKW OMAarHo3a ABNAAKTCA

KoaryJsiorpaMmma
broxmmMmyeckoe nccnefoBaHne CbiIBOPOTKN KPOBU

YPOBEHb (PEPPUTUHA B CbLIBOPOTKE KPOBU

MedikCase - FemaTonorusa medikcase.ru - 2



4. onpeneneHue rpynrnoBor NpUHaaieXHoCTn no cucteme ABO, onpeneneHue heHoTUNa pesyc
dakTopa

@ remorpamma

@ Muenorpamma

MpaBunbHblie oTBEeTbI: 1 — KoarysorpamMma; 2 — OMOXMMMYecKoe uccsiegoBaHue

CbIBOPOTKMU KPOBMU; 3 — YPOBeHb (heppUTHUHA B CbIBOPOTKE KPOBMU; 5 — reMorpamMMma; 6 —
MuesiorpamMma

MuHMUManNbHbIN 06A3aTeNbHbLIN 06beM 0b6cnenoBaHUS:

KAnHMYeckuin aHanms KpoBu: remMoraobuH, reMaToKpuUT, IENKOLNTLI, NenkounTapHasa popmyna,
TpomMbounThI

BroxnmMmnyeckuim aHanms KpoBu: TpUramuepuabl(HaTowak), geppuTuH cbiBOpoTKK, ANIT, ACT, 6unnpybuH
obwmn/ppakunmn, obwnm 6enok, anbbyMuH, KpeaTUHUH, MOYEBUNHA, SNIEKTPOINTHI.

Koarynorpamma: ¢pubpuHoreH, A4TB, NpoTpOMOUNHOBLIN MHAOEKC

denepalibHble KIMHUYECKME PEKOMEHALUN Mo ANAarHOCTUKE U NIe4eHNI0
FemMogarounuTapHoOro MIMM@OrncTUoLnTO3a y neTen, cTp. 12.

OENEPAJIbHBIE KNINMHWYECKNE PEKOMEHOALUWW no gnarHocTukKe 1 nevyeHunto remagaroumMtapHoro
nnMmdorncTnounTosa y aeten. ObuiecTBeHHas opraHusauma HaunoHanbHoe o6LIecTBO AeTCKUX
remMaTonoros, oHkonoros; ®rbY «®HKL, ArON nm. OAmntpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

MUHUManNbHbIN 065A3aTeNbHbLIN 06beM obcenoBaHUS:

KNnHN4YeCcknm aHanns KpoBu: reMmornobunH, reMaToKpuT, NENKOLUNTLI, NernkoumnTapHasa opmMyna,
TpoMbOLNTHI

BroxnmMmn4eckuim aHanms KpoBu: TpUramuepuabli(HaTowak), heppuTuH CbiIBOPOTKK, ANIT, ACT, 6unnpybuH
obwmn/ppakumn, obwmn 6enok, anbbyMuH, KpeaTUHUH, MOYEBUHA, SNEKTPOSINTHI.

Koarynorpamma: ¢punbpuHoreH, A4TB, npoTpOMOUHOBBIN NHAOEKC

depepalibHble KJIMHNYECKME peKoOMeHAaUnmn No AUAarHOCTUKE U IeYEHUIO
remogaroumMTapHoOro AMMGorncTnounTosa y geten, ctp. 12.

OENEPAJIbHBIE KNIMHWYECKNE PEKOMEHOALWW no gnarHoCTUKe 1 Nev4eHnto remadgaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuiecTtBeHHas opraHusaumsa HaumoHanbHoe obLLecTBO 4ETCKUX
remMaTosioros, oHkonoros; ®rey «®HKL, OO nm. OMmntpua Poravesa» MuHsgpasa Poccuum, 2015 (1)

MUHUMaNbHbIN 00A3aTeNbHbIN 06beM obcnenoBaHUSA:

KnnHmn4yecknin aHanns KpoBu: reMornobunH, reMaTokpuT, NENKOLUNTLI, NerkounTapHasa opMyna,
TpoMbounTbl

BruoxumMmnyecknn aHaam3 KpoBu: Tpuramuepunabi(HaTowak), peppuTuH coiBopoTkn, AT, ACT, 6unmnpybuH
obwmn/ppakunm, obwnin 6enok, anbbyMumH, KpeaTUHUH, MOYEBUHA, SNEKTPONTHI.

Koarynorpamma: counbpuHoreH, A4TB, npoTpOMOUHOBLIN NHOEKC

depnepalibHble KJIMHNYECKMe peKoMeHaaumm no UarHoCTuke 1 Je4eHuno
FemogaroumTapHOro AMMGOrncTUoOLNTO3a y geTen, cTp. 12.

OENEPAJIbHBIE KNMHWYECKNE PEKOMEHLOALWW no gnarHoCTUKe 1 NevyeHunto remagaroumtapHoro
nnMmdorncTnoumnTosa y geten. ObuecTBeHHas opraHusauma HaunmoHanbHoe obLLEeCTBO AETCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OO nm. Omntpusa Poravesa» MuHsgpasa Poccuum, 2015 (1)

MuHMUManNbHbIN 06A3aTeNbHbLIN 06beM 0b6cnenoBaHUS:

KAnHMYecKkuin aHanms KpoBu: remMoraiobuH, reMaToKpUT, IEMKOLNTLI, NenkounTapHasa popmyna,
TpomMbouunThI
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BrnoxmmMmmyecknin aHanns KpoBu: TpUranLepuabl(HaTowak), geppuTuH coiBopoTku, AJIT, ACT, bunupybuH
obwmn/ppakumm, obwmn 6enok, anbbyMuH, KpeaTUHUH, MOYEBUHA, SNEKTPOINTHI.

Koarynorpamma: ¢pubpuHoreH, A4TB, npoTpOMONHOBLIN MHAEKC

depepasibHble KIMHUYECKME PpeKOMeH AU No ANarHoCTUKE U e4eHNio
FremMogarounuTapHoOro AMM@OrncTMoLnTo3a y aeTen, ctp. 12.

OENEPAJIbHBIE KNIMHWYECKNE PEKOMEHOALWW no gnarHoCTUKe 1 Nev4eHnto remadgaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuiecTtBeHHas opraHusaumsa HaunmoHanbHoe obLLecTBO 4ETCKUX
remMmaTonoros, oHkosoros; ®rbY «®HKL, ArON nm. OAmntpusa Porayesa» MuHsgpasa Poccun, 2015 (1)

MUHUMaNbHbIN 00A3aTeNIbHbIN 06beM obcnenoBaHUSA:

KnnHn4yecknin aHanns KpoBu: reMornobunH, reMaToKpuT, NENKOLUUTLI, NernkounTapHasa opmMyna,
TpoMbounTbl

BUoxXnmMmn4yecknin aHanns KpoBu: TpuUranuepuabl(HaTowak), geppuTuH coiBopoTku, AJIT, ACT, bunupybuH
obwmn/ppakunm, obwnin 6enok, anbbyMunH, KpeaTUHUH, MOYEBUHA, SNIEKTPONTDI.

Koarynorpamma: cunbpuHoreH, A4TB, npoTPOMOUHOBLIN MHOEKC
Y3/ 6ptolHOomM NonocTun

PeHTreHorpacunsa rpygHomn KneTkun

Mwvenorpamma

depepalibHble KIIMHNYECKME PEKOMEHAALNM MO ANATHOCTUKE U JIEHEHUIO
FemogaroumTapHOro AMMGOrncTUoLnTO3a y geten, ctp. 12.

OENEPAJIbHBIE KNMMHWYECKNE PEKOMEHLOALWW no gnarHoCTuUKe 1 nevyeHunto remagaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusauma HaunoHanbHoe obLLEecTBO ETCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OOV nm. OMmntpua PoraveBa» MunHsgpasa Poccuum, 2015 (1)

Bonpoc 2.

HeOGXO,D,I/IMbIMI/I MHCTPYMEHTaJIbHbIMAN MeTOoO4aMM 06CJ‘Ie,D,OBaHI/IFI OnAa NoOCTaHOBKW AMaArHO3a ABNAKTCA
1. aynnekcHoe CKaHnpoBaHmMe CcoCcynos BerHeﬂ MoJI0 BEHHI

@ KOMMbIOTEPHaA TOMOFpadJVIﬂ opraHoBs pr,D,HOIﬁ KJIETKN

3. 3NeKTpokapAauorpamMmma
4. peHTreHorpadgus yepena
@ yJIbTPa3ByKOBOE UCC/Ief0BaHNE OpraHoB OPIOLLHON NOM0CTY

MpaBusibHbIe OTBETbI: 2 — KOMNbIOTEPHAsA TOMOrpadus OpraHoB rpyAHOU KJIeTKU; 5 —

YyJbTPa3BYyKOBOE€ uccrsiegosaHve opraHoB GPIOLUHOﬁ noJioCTmn

MuHMManbHbIN 0693aTeNbHbLIN 06beM obciefoBaHUSA:

KnnHn4ecknin aHannms KpoBu: reMornobunH, reMaToKpuT, NENKOUUTI, erkouuTapHasa opmMyna,
TpoMbounTbI

BroxnmMmnyecknim aHanms KpoBu: TpUramuepuabl(HaTowak), geppuTuH cbiBOpoTky, ANT, ACT, 6unnpybuH
obwumn/ppakuymn, obwmn 6enok, anbbyMuH, KpeaTUHUH, MOYeBUHA, INEKTPONTHI.

Koarynorpamma: ¢pubpuHoreH, A4TB, NpoTpoOMOUNHOBLIN MHAOEKC
Y3 6ptolHOM NonocTur

PeHTreHorpadus rpyaHom KneTku
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Mwvenorpamma
CnnHHOMO3roBas NyHKUMS (noces, UMTO3, 6eN0K, r1Ko3a, uMTonpenapar)

Bupyconorus: NMUP OHK v ceponorus untomeranosumpyca, Bupyca dnwrtenHa-bapp, B4, HSV, HHV6,
HHV8, HZV, napsoBupyc B19, ageHoBupyc.

feMoKyNnbTYypa

MPT rosnosHoro mo3sra B pexume T1, T2, FLAIR, ¢ KOHTpacTUpPOBaHNEM rafoJIMHNEM.
NMMyHOTr 106y INHbI CbIBOPOTKM

NMMyHOeHOTMNMPOBaHNE NMMGOLNTOB Nepuepmnyeckon Kposu
HLA-TunnpoBaHne nauneHTa u cemMmbi

NccnepoBaHue akTuBHOCTU HK-kneTok*

WNccnepoBaHme ypoBHSA pacTBOPMMOIrO peulenTopa K MHTepienknHy-2 (sCD25)*

depepanbHble KIIMHNYECKNe peKoOMeH4auum no AnarHoCTUKe U e4eHunto
FemogaroumTapHOro AMMGOrncTuounTosa y geten, ctp. 11.

OENEPAJIbHBIE KNMNMHWYECKNE PEKOMEHLOALWW no gnarHoCTUKe 1 nevyeHunto remagaroumMtapHoro

nnMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusauma HaunoHanbHoe obLLecTBO 4ETCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OOV nm. OMmntpua PoraveBa» MunHsgpasa Poccuum, 2015 (1)

MuHMUManNbHbIN 06A3aTeNbHbLIN 06bEM 06CcnenoBaHUS:

KNVHUYeCKnin aHann3 KpoBu: reMorfiobuH, reMaToKpuT, eNKOLUTLI, IenkoLunTapHas opmyna,
TpoMbounTbI

BroxnmMmnyeckuim aHanms KpoBu: TpUramuepuabl(HaTowak), geppuTuH cbiBOpoTkY, ANT, ACT, 6unnpybuH
obwmn/ppakunmn, obwnm 6enok, anbbyMuH, KpeaTUHNH, MOYEBUHA, 3NIEKTPOINTHI.

Koarynorpamma: ¢pubpuHoreH, A4TB, NpoTpoOMOUNHOBLIN MHAOEKC

Y3 6ptolwHOM NonocTur

PeHTreHorpadus rpygHon KneTku

Mwvenorpamma

CnuHHOMO3roBas NyHKUMs (noces, LUTo3, 6enokK, rawkKosa, uMtonpenaparT)

Bupyconorusa: NMUP OHK 1 ceponormnsa untomerasnosupyca, Bupyca dnwTenHa-bapp, BUY, HSV, HHVG,
HHV8, HZV, napsoBupyc B19, ageHoBuMpycC.

[eMOKyNnbTYypa

MPT rosnosHoro mosra B pexume T1, T2, FLAIR, ¢ KOHTpacTUpPOBaHNEM rafoJIMHUEM.
NMMyHOT 106y INHBI CbIBOPOTKM

NMMyHOeHOoTUNMpoBaHne INMGOLNTOB Nepndepmnyeckon Kpoamn
HLA-TunnpoBaHne nauneHTa u cemMmbi

MccnepoBaHne akTMBHOCTUM HK-KneTok*

NccnepoBaHue ypoBHSA PacTBOPMMOro peuenTopa K MHTep/ienkuHy-2 (sCD25)*

depepabHble KIIMHUYECKME PEKOMEHAALINN MO ANArHOCTUKE U JIEYEHUNIO
FemocaroumTapHoro nmMMdgorncTuoumnTosa y geten, ctp. 11.
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OENEPAJIbHBIE KNNMHUWYECKNE PEKOMEHOALWW no gnarHoCTUKe 1 NevyeHnto remagaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusauma HaunmoHanbHoe obLecTBO 4ETCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OO nm. OMmntpua PoraveBa» MuHsgpasa Poccuum, 2015 (1)

2. AunarHos

Bonpoc 3.

Ha ocHoBaHWK pe3ynbTaToB NpoBeAeHHOoro o6cnefoBaHNsA MOXKHO YCTaHOBUTb AMarHoO3
1. OcTporo MmenougHoOro sienkosa

@ femoarounTapHoro MMGOrncTnounTOo3a

3. OcTtporo nmmdobnacTHoOro senkosa

4., HOBEHWIbHOIO0 MMUESIOMOHOLIMTAPHOr 0O JIenKo3a

MpaBunbHbIK OTBET: 2 — N°emocdaroumTapHoro AIMM@PorucTuouunTo3sa

[OnarHo3 yCTaHaB/IMBAETCHA Ha OCHOBAHNM XapaKTEPHOro COYeTaHUSA CMMMNTOMOB 1 labopaTOpHbIX
npn3Hakos. OB6LWECTBOM MO U3yYEHUIO TUCTUOLMTO30B pa3paboTaHbl AMarHOCTUYECKE KpUTepUn
reMmoaroynTapHoOro AMMGOrncTUoLmnTOo3a.

@®epepalibHble KJIMHUYECKME peKOMeHAaUny No AUArHOCTUKE U JIEYEHUIO
FemodaroymTapHoro nMmgorncTmoumnTosa y geten, ctp. 12.

OENEPAJIbHBIE KNMMHWYECKNE PEKOMEHLOALWW no gnarHoCTMKe 1 nevyeHunto remagaroumMtapHoro
nuMmdorncTnoumnTosa y getein. ObuwecTBeHHas opraHusaumns HaunoHanbHoe obLecTBO AeTCKMX
remMaTonoros, oHKosoros; ®rbY «®HKL ArON nm. OAmutpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

Bonpoc 4.

Ona ncknoveHna/noaTBepXAeHnNsa NepBnYHOro xapaktepa 3aboneBaHna HY>KHO BbINOAHUTb
1. HLA-TunupoBaHue naumeHTa

@ MOJIEKYNAPHO-reHeTu4Yeckoe nccnenoBaHue

3. uuTOoreHeTU4eckKoe uccaenoBaHMe KOCTHOroO Mo3ra

4. 6moncuio nevyeHn

MpaBuNbHLIA OTBET: 2 — MOJIEKYJIAPHO-TeHeTU4Yeckoe uccsenoBaHme

[JononHuTeNnbHble 351eMeHTbl 06ceoBaHNSA (BbIMOJHATCSA npun Haan4dmm cneunalibHblX rnokKasaHun)

WccnepnoBaHume akcnpeccun nepgopuHa B HK keTkax MeTogoM NpPoTOYHONW LMTOMeTpumn mbo
UMMYHOTIMCTOXMMUYECKN.*

NccnepoBaHue akcnpeccnn CD107 Ha akTuBUPOBaHHbIX HK-kneTkax*

MonekynspHo-reHeTn4eckoe nccrnegosaHme reHos PRF1, MUNC13D, STX11, STXBP, a TakxXe, npu Hanm4mm
KJAMHNYeCKMX 1 nabopaTopHbIX yKa3aHuin, reHos SH2D1A, BIRC4, RAB27.*

depepalibHble KIMHNYECKME PEKOMEHAALNM MO AUATHOCTUKE U JIEHEHUIO
FemogaroumTapHOro AMMGoOrncTnounTosa y geten, ctp. 11.

OENEPAJIbHBIE KNNMHUWYECKNE PEKOMEHOALWW no gnarHoCTUKe 1 Nev4eHnto remadgaroumMtapHoro

nMMgorncTmoumTosa y geten. ObuiecTBeHHan opraHusaumns HaumoHanbHoe obLecTBO AeTCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OOV nm. OMntpua PoraveBa» MuHsgpasa Poccuum, 2015 (1)
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3. JleueHue

Bonpoc 5.

0O6bemM MMHMManbHOro obsa3aTensHOro obcnenoBaHUA npu remogarounTapHoOM JIMMEPOrncTNoLnTo3e
TaK>Xe BKJII0O4aeT

@ npoBefeHNe CMMHHOMO3r0BOW NyHKLMK (MoceB., unTo3, 6enok, rnkosa, untonpenapat, MLP-
BUpYycCoJSiorns)

2. rnpoBeAeHune 3/1eKTPo3HLEedaslorpamMMbl

3. onpeaeneHne rpynnoBOn NpuHaanexxHocTu no cncteme ABO, onpeneneHune eHoTumna
Pe3yc-pakTopa

4. wnccnepnosaHMe YypOBHA BUTaMWHa B12 B CbIBOPOTKE KPOBYU

MpaBuinbHbIN OTBET: 1 — NnpoBeaeHne CNUMHHOMO3roBOU NYHKU UM (NoceB, LUTO3, Oenok,

rnoKosa, uuronpenapart, NMLUP- Bupyconorus)

CnvHHOMO3roBas NyHKLUUs (Noces, LUTO3, 6enokK, rawKo3a, uutonpenapar)

depepalibHble KIIMHNYECKME PEKOMEHAALNN MO AUATHOCTUKE U JIEHEHUIO
FemogaroumTapHOro AMMGOrncTUoLnTO3a y geten, ctp. 7.

OENEPAJIbHBIE KNINMHWYECKNE PEKOMEHLOALWW no gnarHoCTUKe 1 nevyeHunto remagaroumtapHoro
nnMmdorncTnoumnTosa y geten. ObuecTBeHHas opraHusauma HaunoHanbHoe obLLeCcTBO OETCKUX
remMaTosioroB, oHkonoros; ®rey «®HKL, OO nm. Omntpua PoraveBa» MunHsgpasa Poccuum, 2015 (1)

Bonpoc 6.
K ONarHOCTU4YeCKNM Kpntepnam FeMO(paFOLI,VITapHOI'O ﬂI/Iqu)OFVICTI/IOLI,VITO3a OTHOCUTCA

1. noBbiweHne ypoBHSA heppuTuHa > 1500 MKr/n

@ runepTpuranuepnagemMms u/mam runodprnbprHoreHeMuns

3. nunxopapnka >38,5°C > 2 gHen

4. renatoMeranusa > 5 cM n3-nop kKpas pebepHon ayru

MpaBuibHbIA OTBET: 2 — runeprTpurauuepmaeMus u/mam runopudbpuHoreHemums

[OunarHocTtnyeckme KputTepumn remodaroymtapHoro nammdornctmoumnTosa, Histiocyte Society, 2004
Nnxopagka >38,5 oC > 7 gHen

CnneHoMeranmsa >3 CM U3 Nopg Kpas pébepHon ayru

UuToneHus B = 2-X JINHUAX

Femornobun <90 r/n, TpombounTel <100x109/n, HenTpoduabl <1 x109/n
MrvnepTpuranLepuaemMus u/uam runohmnbpuHoreHeMms

Tpurnuuepuabl >2,0 mmon/n nnm >3SD dumnbpuHoren <1,5 r/n
®eppuHTUH >500 MKr/n

sCD25 >2500 Ea/n

CHuXeHune akTuBHOCTU HK-KneTok

FemModaroymTos B KOCTHOM MO3re, IMMdaTUYecKnX y3aax unm JMKBope

depepalibHble KJIMHNYECKME peKoOMeHAaUnmy No AUAarHOCTUKE U JIeHEHUIO
remogarouMTapHoOro AMMGorncTuounTosa y geten, ctp. 8.

OENEPAJIbHBIE KNIMHWYECKNE PEKOMEHOALWW no gnarHoCcTuUKe 1 nevyeHunto remagaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuiecTtBeHHas opraHusauma HaumoHanbHoe obLLecTBO 4ETCKUX
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remMmaTonoros, oHkonoroB; ®rbY «®HKL, AFrON nm. OAmntpusa Porayesa» MuHsgpasa Poccun, 2015 (1)

Bonpoc 7.

K npenapaTaMm, NpUMeHSi€MbIM B NEePBON JIMHUW Tepanuu reMmogarounTapHoro AIMMqorncTuoumTosa
no npotokony HLH-2004, oTHocATCA

1. nekcaMeTasOH, BUHKPUCTUH, AayHOPYOULIMH
@ [leKCaMeTa30H, LMKJIOCNOPUH A, 3TONo3na

3. uunTo3ap, 3TOMo3na, AayHopPYyOMLINH
4. npenHWU30J0H, BUHBMACTUH

npaBMﬂbelﬁ OTBEeT: 2 — AeKCaMeTa30H, LUKJIOCNIOPUH A, 3TONO3MpA,

Bce nauMeHTbl C MOAO3PEHUEM Ha NePBUYHbIN reModarounTapHbii TMMGOrMCTUOLNTO3 OO/IKHbBI NOYYUTh
KOMOWHMPOBAHHYIO UMMYHOCYMPECCUBHYIO XMMUOTEPaNuio npenapaTamMmn gekcameTasoH, 3Tono3una 1
LMKJIOCMOPUH A C LIefIblo KOHTPOJIS CUCTEMHOI O BOCMNaNeHus 1 NpeaoTBpalleHns HeobpaTUMbIX
NMoBpEXXeHNN OpraHoB, B NepBylo o4epedb - LeHTPalbHON HEPBHOW CUCTEMBI.

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

depnepasibHble KJIMHNYECKMEe peKoOMeH4aunm no oUarHoCTuKe N N1e4eHno
FemocaroumTapHoro nmMMdorncTuoumnTosa y geten, ctp. 11.

OEOEPAJIbHBIE KJIIMHWYECKWE PEKOMEHOALWW no anarHoCTUKE U Ie4eHUto remadaroymtapHoro
nnMmdorncTnounTosa y aeten. ObuiecTBeHHas opraHusauma HaunmoHanbHoe o6LIecTBO AETCKUX
remMaTonoro, oHKonoroB; ®rbY «®HKL, ArON nm. OAMnTpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

Bonpoc 8.

CoxpaHeHune nuxopagkm >38 0 C, MacCMBHOIM renatocniaeHoMmeranum, TpomboumnToB <50x109 /n,
HenTpodunos <1x 109 /n, noTpebHOCTN B TpaHChY3nAX 3pUTPOLUTCOAEPKALLMX KOMIMTOHEHTOB
OOHOPCKOW KPOBM pacLEeHNBaeTCs Kak

1. yacTn4HbIN OTBET
2. XpoHm4yeckas asa
@ aKTMBHoOe 3aboneBaHue

4. peuunauns 3aboneBaHus

MpaBunbHbIA OTBET: 3 — aKTUBHOe 3aboneBaHue

AKTnBHOe 3abosieBaHMe: coxpaHeHne nuxopankm >380C, MacCMBHOM renaTocn/ieHOMeraaumm,
TpombountoB <50x109/n, HenTpodumnor <1x109/n, NnoTpebHOCTN B TpaHCHY3NAX SPUTPOLUTHON MacCChl.

@®epepalibHble KJIMHUYECKME peKOMeHAaUNy No AUArHOCTUKE U JIEYEHUIO
FemodarouymTapHoro naMmgorncTmoumnTosa y geten, ctp. 12.

OENEPAJIbHBIE KNMHWYECKNE PEKOMEHLOALWWN no gnarHoCTMKe 1 nevyeHunto remagaroumMtapHoro
nuMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusaumns HaunoHanbHoe 0bLecTBO AeTCKMX
remMaTonoroB, oHKosoros; ®rbY «®HKL ArON nm. OAmutpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

Bonpoc 9.
MaumeHTaM C NepBuUYHbLIM reMmoarounTapHbIM TMMAPOrNCTUOLNTO3OM NOKa3aHa
1. ayToslIorndHasa TpaHCcnaHTauna reMonosTn4eCKnx CTBOJIOBbLIX KJIETOK

@ aJuloreHHasa TpaHCnjaaHTaumna reMono3Tn4eCcKnx CTBOJIOBbLIX KJIETOK
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3. Tepanusa npenapaTtoM MOHOKJIOHaJ/IbHOr0 aHTUTEsNa K Ye/I0BEYECKOMY peLenTopy
WHTepsienknHa-6

4. vHTpaTeKajlbHasa Tepanus

npaBHﬂbelﬁ OTBEeT: 2 — aJsiIJlIoreHHas TPaHCNJIaHTaAUuUuA reMono3Tu4ecKux CTBoOJ1I0OBbIX

KJ1eTOK

Bcem nauveHTaMm C AOKA3aHHbLIM NepBUYHbIM reModaroynTapHbiM JIMMEPOrNCTUOLUTO30M MOKa3aHo
BbIMOJIHEHWE aJIOrEHHON TPpaHCNNaHTaunnm KPOBETBOPHbIX CTBOJIOBbIX KJ1IETOK.

depepalibHble KJIMHNYECKME PEKOMEHAALNN MO AUATHOCTUKE U JIEHEHUIO
FemogaroumTapHoOro AMMGorncTuounTosa y geten, ctp. 11.

OENEPAJIbHBIE KNNMHWYECKNE PEKOMEHLOALWW no gnarHoCTuUKe 1 nevyeHunto remagaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuwecTBeHHas opraHusauma HaunoHanbHoe obLecTBO 4ETCKUX
remMaTosioroB, oHkonoros; ®Prey «®HKL, ArOUN nm. OMntpua Poravesa» MuHsgpasa Poccuum, 2015 (1)

Bonpoc 10.

ONMTenbHOCTb MHNLMANbHOM Tepanun remoaroynTapHoOro MIMM@OrncTmoumTosa No NPoOTOKoY
HLH-2004 cocTaBnseT Henenb

1. 2
2. 6
()8
4. 1

MpaBunbHbIN OTBEeT: 3 — 8

CpoK TpaHcnaaHTauuu

Mpwv NnepBMYHOM remodaroLMTapHOM CUHAPOME TPaHCMIaHTaUnsa 0oJXKHa bbITb BbIMOJIHEHA HACTOJIbKO
6ObICTPO, HACKOJIbKO BO3MOXXHO. ONTUMaJIbHO - B TeYEHUE ABYX MeCALEB OT OKOHYaHUA MHULNAbHOW ha3bl
Tepanuun. MNMpeanoyTUTENbHO BbIMOJIHEHNE TPaHCMIaHTaUuM B peMmmccun 3abosieBaHns, 04HaKo OTCYyTCTBUE
peMnccnm He aBndaeTcda NpPoOTUBOMNOKa3aHNeM ONnA BblINOJIHEHNA Nepecagkn.

@depepalibHble KJIMHUYECKME peKOMeHAaUny No AUArHOCTUKE U JIEYEHUIO
FemodarouymTapHoro naMmgorncTmoumnTosa y geten, ctp. 12.

OENEPAJIbHBIE KNIMHWYECKNE PEKOMEHLOALWWN no gnarHoCTMKe 1 nevyeHunto remadaroumMtapHoro
nnMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusaumns HaunoHanbHoe 0bLecTBO AeTCKMX
remMaTonoros, oHKonoros; ®rbY «®HKL ArON nm. OAmutpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

4. BapuaTtus

Bonpoc 11.
YacCcTNYHbIN OTBET MO OKOHYaHUN MHULKaNbHOW Tepanun no npotokony HLH-2004 xapakTepusyeTtcs

1. pa3pelueHneM BCex KIMHUYeCcKnx 1 nabopaTopHbiX Npu3HaKkoB 3abonesaHmns

OTCYTCTBMEM JINXOPALKM, NeYyeHb < 3 CM, cefle3eHKa < 5 cM u3-nog kKpas pebepHon ayru,
ypoBHeM TpoMbouunToB >50x109 /n, HenTpodunoB >1x109 /n, oTcyTCTBMEM NOTPEOHOCTU B
TpaHChy3nAX 3pUTPOLNTAPHON MaCChl

3. coxpaHeHueM nuxopanku >38 0 C, MaCCMBHOW renaTocnjieHOMEeranamen, yposHen TpomMboLmnTos
<50 x 10 9 /n, HenTpocumnos < 1 x 10 9/, noTpebHOCTAMU B TPaHCHY3MAX IpUTPOLUTaPHON
Macchl

4. OTCYTCTBMEM NIMXOPALKU, NeYeHb < 3 CM, cefie3eHKa < 5 cM 13 nofd Kkpas pebepHoii ayru,
ypoBHeM TpomboumnTos >50x109 /n, HenTpoduios >1x109 /n, coxpaHeHneM noTpebHOCTK B
TPaHCHY3UAX IPUTPOLUTHON MaCChl

npaBMﬂbelﬁ oTBeT: 2 — OTCYTCTBMEM JIMXOpPaAKHU, nNnevyeHb < 3 cM, ceneseHka < 5 cm

M3-nop Kpasa pebepHom ayru, ypoBHeM TpoMbouutoB >50x109 /n, Heutpocduaos >1x109
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/N, OTCYyTCTBUEM NOTPEOHOCTU B TPAHC(Y3UAX 3PUTPOLMTAPHON MACChI

YacTUYHbIN OTBET: OTCYTCTBME IMXOPAAKN, NeYyeHb <3 CM, ceneseHka <5 cM u3-noa pebpa, TpombounToB
>50x109/n, HenTpodunnos >1x109/n, oTcyTCTBME NOTPEOHOCTN B TPAHCHY3NAX SPUTPOLMUTHON MaCChl.

@®epepalibHble KJIMHUYECKME peKOMeHAaUNy No AUArHOCTUKE U JIEYEHUIO
FemodaroymTapHoro nMmgorncTmoumnTosa y geten, ctp. 11.

OENEPAJIbHBIE KNMHWYECKNE PEKOMEHLOALWW no gnarHoCTMKe 1 nevyeHunto remagaroumtapHoro

nnMmdorncTnoumnTosa y getein. ObuecTBeHHas opraHusaumns HaunoHanbHoe o0bLecTBO AeTCKMX
remMaTonoroB, oHKosoros; ®rbY «®HKL ArON nm. OAMmutpusa Poradesa» MuHsgpasa Poccun, 2015 (1)

Bonpoc 12.

K AVMAarHOCTUYECKM KPUTEPMAM reModarouMTapHoro AMMQorncTMoumMTosa y 4aHHOro naymMeHTa
OTHOCUTCS

@ cnneHomeranuns > 3 cM 13-nog Kpas pebepHon ayru

2. aHEMWYECKUI CUHOPOM
3. 3HTEepoKoONuT

4. Taxukapousa

MpaBunbHbIK OTBET: 1 — cnsieHoOMeranua > 3 CM U3-nop Kpas pebepHoun pyrm

OnarHocTnyeckme Kputepum remogaroumtTapHoro ammgornctuounTosa, Histiocyte Society, 2004
JNnxopapka >38,5 oC > 7 gHen

CnnieHoMeranusa >3 cM 13 nof kpasa pébepHon ayrm

UnToneHus B = 2-X INHUAX

Femornobux <90 r/n, TpombounTbl <100x109/n, HenTpoduabl <1 x109/n
MmnepTpuranuepngemMmms n/wnn runopmnbprHoreHemns

Tpuranyepuabl >2,0 mmon/n nnu >3SD ¢ounbpuHoreH <1,5 r/n
deppuHTUH >500 MKr/n

sCD25 >2500 Ea/n

CHuXeHne akTUBHOCTU HK-KieToK

FemogaroyumnTos B KOCTHOM MO3re, IMMdaTU4eCcKnx y3nax nin amKeope

depnepalibHble KJIMHNYECKMe peKoMeHaaunm no gUarHoCTuke 1 Je4eHunto
remogaroumMTapHoOro NMMM@orncTuounTosa y geten, cTp. 8.

OENEPAJIbHBIE KNINMHWYECKNE PEKOMEHLOALWW no gnarHoCTUKe 1 NevyeHunto remagaroumtapHoro

nnMmdorncTnoumnTosa y geten. ObuecTtBeHHas opraHusauma HaunoHanbHoe obLLEeCTBO AETCKUX
remMaTosioroB, oHkosnoros; ®rey «®HKL, OO nm. Omntpusa PoraveBa» MuHsgpasa Poccuum, 2015 (1)
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