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MaTepuanbl npeaHa3Ha4dYeHbl Ana UcToyHUK MaTepuasnos - PM3A

OAHoro rIOKynaTenﬂ BOﬂpOCbI N CNTYyaUMOHHbIe 3a4a4K NoJly4eHbl TOJIbKO
Ncnonb3ynTe aisibl TOSIbKO A5 INYHOM 13 ony6/IMKOBaHHbIX MaTepuranos MeToan4yeckoro
noAroToBkU. He nepepasanTe NX TpeTbUM InULaM, He LUEeHTpa akkpeanTauny cneunanmncTos.

nybnvkynTe, He pa3MeLllanTe B OTKPLITOM AoCTyne n
He nepernpoaaBanTe MONHOCTbIO AN YaCTUYHO.

OduumanbHbIi canTt fmza.ru >

OTBEeTbl MOXKHO NPOBEPUTHL CocTaB MaTepuanos MOXeT
CaMoCToATEeJIbHO obHOBNATbLCA

Ncnonb3ynTe KOMNIEKT MPU NMPOXOXXAEHNN DOM3A MOXKET U3MeHSATb POPMYJINPOBKN, MOPAAOK U
peneTULMOHHOro 3K3amMeHa 1 ybenmtech, 4To cocTaB 3adaHuii. Mepen NOArOTOBKOWM UCMONb3YyATE
BblbpaHHble 0TBETbI COBNAAaOT C pe3ysbTaToM aKTyaJIbHYl0 BEPCMIO KOMMJIEKTa 1 CBEpANTECH C
onumManbHOM CUCTEMBI. ourumanbHbIM NCTOYHUKOM.

OTKpbITb peneTuu.uoqulﬁ 3K3aMeH >

BaxkHo: MedikCase cuctemaTtunsmpyet matepuanbl PM3A ona CaMoCTOATENIbHOW NOAFOTOBKM, HE N3MEHSASA CMbIC/T BONPOCOB N OTBETOB.
AKTYaJIbHOCTb KOMMJIEKTa MOXKHO MPOBEPUTH B 0PULINANBHOM PENETULMOHHOM 3K3aMeHe.

CaunT, obHOBNIEeHMA U noppep>XKa
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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.
Me4veHb + 6 CM, ceneszeHka + 7 CM OT Kpas pebepHon Ayru, yMepeHHoOW NAOTHOCTU. CTyJ pa3XUXKeH,
3eneHoro useTta. MoynTtcs B namnepc, LUBeT MOYN HE N3MEHEH.

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

remMorpaMmma

MumuenorpamMmma

MpaBusbHbIE OTBETDI:
1 - KoarysorpaMmma
2 - BMOXMMHUYECKOe UCCIIea0BaHNEe CbIBOPOTKU KPOBU

3 - ypoBeHb (heppuTUHa B CbIBOPOTKE KPOBMU
5 - remorpaMmma
6 - Muenorpamma

MuHUManbHbIN 0653aTeNbHbIN 06beM obcniegoBaHUA:

KNMHWYeCcKnin aHanms KpoBu: reMornobumH, reMaTokpuT, NeNKOUUTbI, 1enkKouuTapHas hopMyna,
TpoMbOLUUTHI

BrnoxnMmnyeckunin aHanns KpoBu: Tpuranuepmnabli(HaTowak), heppuTnH coiBopoTku, ANT, ACT,
6unmpybuH obwmn/ppakumnm, obwmnm 6enok, anbbymMumH, KpeaTUHNH, MOYEBUHA, SNIEKTPOSNTHI.

Koarynorpamma: ¢oubpuHoreH, A4TB, NnpoTpoMBUHOBLIN MHOEKC

depepasbHble KIIMHUYeCKNne peKkoMeHaauum no guarHocTnke n aeyeHuio
FemocaroynTapHOro IMMQPOrncTnoumnTosa y geten, ctp. 12.

SEOEPANIbHBIE KNMNHNYECKWE PEKOMEHOALW no gnarHocTuke v ied4eHUto remagaroumntapHoro
nmmorncTmoumnTosa y geten. ObuecTeeHHas opraHusauns HaunoHanbHoe obLECTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTtpusa Poravesa» MuHsgpasa Poccum, 2015

(1)
MuHUManbHbIN 0653aTeNnbHbIN 06beM obcegoBaHUA:

KNMHWYeCcKnin aHanms KpoBu: reMornobumH, reMaTokpuT, NeNKOUUTbI, 1enKouuTapHas hopMyna,
TpomMbOLUUTHI

BrnoxnMmnyeckunin aHanns KpoBu: Tpuranuepunabli(HaTowak), heppuTnH cobiBopoTku, ANT, ACT,
6unmpybuH obwmn/ppakumnm, obwnm 6enok, anbbymMumH, KpeaTUHNH, MOYEBUHA, SIEKTPOSNTHI.

Koarynorpamma: ¢oubpuHoreH, A4TB, npoTpoMBUHOBLIN MHOEKC

depnepalibHble KJIMHUYECKNE PEKOMEHAaLUMM MO AMArHOCTUKE U JIe4YEHUIO
remod)arounTapHoro IMMAOrncTnoumMTo3a y aeten, ctp. 12.

SEOEPANIbHBIE KNMNHNYECKWE PEKOMEHOALW no gnarHocTuke v iedyeHUto remagaroumntapHoro
nmMmorncTmoumnTosa y geten. ObuecTeeHHas opraHusauns HaumnoHanbHoe o6LECTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015

(1)
MuHUManbHbIN 0653aTeNbHbIN 06beM obciegoBaHUA:

KNMHWYeCcKnin aHanms KpoBu: reMornobumH, reMaTokpuT, NeNKOUUTbl, 1enkKouuTapHas hopMyna,
TpomMbOLUUTHI

BrnoxnMmnyeckunin aHanns KpoBu: Tpuranuepunabli(HaTowak), heppuTnH cbiBopoTku, ANT, ACT,
6unmpybuH obwmn/ppakumnm, obwmnn 6enok, anbbymMumH, KpeaTUHNH, MOYEBUHA, SNIEKTPOSNTHI.

Koarynorpamma: ¢oubpuHoreH, A4TB, npoTpoMBUHOBLIN MHOEKC

depepasbHble KIIMHUYeCKNne peKoMeHaauum no guarHocTnke n aeyvyeHuio
FemocaroynTapHOro IMMQPOrncTnounTosa y geten, ctp. 12.

SEOEPANIbHBIE KNMNHNYECKWE PEKOMEHOALIMW no gnarHocTuke v ied4eHUto remagaroumntapHoro
nmmorncTmoumnTosa y geten. ObuwecTeeHHas opraHusaumns HaunoHanbHoe obLEeCTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015

(1)
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MuHUManbHbIN 0653aTeNbHbIN 06beM obcriefoBaHUSA:

KnnHn4ecknin aHann3 KpoBU: remMornobuH, reMaToKpuT, NENKOLUNTLI, IenKkouMTapHas hopmyna,
TpoMboUUTHI

Bruoxmmmyecknin aHanns Kposu: Tpuranuepungbi(HaTowak), heppuUTuH cbiBopoTkKU, AJTT, ACT,
onnnpybuH obwmn/dpakumnm, obwmn 6enok, anbbyMnH, KpeaTUHNH, MOYEBUHA, /IEKTPOJINTHI.

Koarynorpamma: coubpuHoreH, A4TB, NpoTPOMOUHOBLIN HAEKC

denepasibHble KJIMHUYECKNE peKoMeH4aunn rno guarHoCcTuke N ne4eHunto
FremodaroynTapHOro AMMA@OrncTmounTosa y geten, ctp. 12.

OEOEPANIbHBIE KMNHNYECKWE PEKOMEHOALIMW no gnarHocTuke n iedeHuto remagaroumnTtapHoro
nmmdormncTnounTosa y geten. ObwecTtseHHasa opraHusayuma HaunoHanbHoe 06WecTBO AEeTCKUX
remMaTosioros, oHKosioros; ®rbyY «®HKL, ATON nm. OmuTtpnsa Poravesa» MuHsgpasa Poccun, 2015

(1)
MuHUManbHbIN 0653aTeNbHbIN 06beM obciiefoBaHUSA:

KnnHn4ecknin aHann3 KpoBWU: remMornobuH, reMaToKpuT, NENKOUNTLI, IenKkouMTapHas hopmyna,
TpoMboUUTHI

Bruoxmmmyecknin aHanns Kposu: Tpuranuepmngbi(HaTowak), heppuUTuH cbiBopoTKkU, AJTT, ACT,
onnnpybuH obwmn/dpakumnm, obwmn 6enok, anbbyMnH, KpeaTUHNH, MOYEBUHA, 3/IEKTPOJINTHI.

Koarynorpamma: coubpuHoreH, A4TB, npoTpOMOUHOBLIN HAEKC
Y3 6ptoLHOM MonoCTH

PeHTreHorpacua rpyaHon KneTkun

Mwnenorpamma

depnepasnbHble KIIMHMYECKNe peKoMeHaaumnm no gnarHoCTUKe 1 ae4eHuto
FemodaroymTapHoOro NMMGOrncTnoLnTOo3a y geten, cTp. 12.

OENEPANIbHBIE KNTMHNWYECKWE PEKOMEHOAUWW no anarHoCcTuUKe 1 nevyeHuto remadaroyntapHoro
nmMmorncTnoumnTosa y geten. ObuiecteeHHasa opraHusaumnsa HaymoHasnbHoe o6LeCcTBO OETCKUX
remMaTosioros, oHKosioros; ®rbyY «®HKL, ATON nm. Omntpunsa Poravesa» MuHsgpasa Poccun, 2015

(1)

Bonpoc 2.
H606XOJJ,I/IMbIMI/I MHCTPYMEeHTaJIbHbIMN MeToAaMWN 06CﬂeJJ,OBaHI/IFI Onda NoCTaHOBKWM AMalrHO3a ABNAKOTCA
1. aoynineKkcHoe CKaHnpoBaHmMe CcocyaoB BerHeﬁ MoJ10N BEHbI

KOMMblOTEPHas TOMOrpaus opraHoB rpyaHON KJIETKU

3. 3neKTpokapAauorpaMmma
4. peHTreHorpadgus yepena
yJIbTPa3ByKOBOE UCC/eg0BaHNE OpraHoB OpIOLLHON NOM0CTY

MpaBunbHbIE OTBETHI:

2 - KOMNblOTEPHas TOMOrpacuns OpraHoB rpyAHOMN KJIETKH
5 - yNbTPa3ByKOBOE UCCJ/ieJ0BaHUe OPraHoB OPIOLLHOMW NOJIOCTH

MuWHUManbHbLIN 0653aTeNbHbIN 06beM obcniefoBaHUA:

KNMHNYeCcKuin aHanns KpoBU: reMorsiobnH, reMaToKpuT, NENKOLMUTLI, IenkounTapHasa opmyna,
TpoMbOUUTHI

BuoxmmMmnyeckunin aHanns KpoBsu: Tpuranuepmnabi(HaTowak), heppuTuH coiBopoTku, ANT, ACT,
bnnnpybuH obwmin/dpakunm, obwmn 6enok, anbbyMunH, KpeaTUHNH, MOYEBUHA, 2NTIEKTPOJSIUTHI.

Koarynorpamma: coubpmuHoreH, A4TB, npoTpoMOUHOBBIN MHAEKC
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Y3 6ptoLHOM MoaoCcTH

PeHTreHorpaumsa rpyoHON KIeTKK

Mwvenorpamma

CnnHHOMO3roBas NyHKUMS (moces, unTo3, 6enok, rnKosa, untonpenapar)

Bupyconorusa: NUP OHK n ceponormnsa uMtomMmeranosupyca, sBupyca anwtenHa-bapp, BUY, HSV, HHV6,
HHV8, HZV, napsosupyc B19, ageHoBupyc.

FemMoKyibTYypa

MPT ronosHoro mo3ra B pexume T1, T2, FLAIR, C KOHTpacTupoBaHUeEM rafosiIMHNEM.
NMMyHOrnobynunHbl CbIBOPOTKM

NMmyHOoheHoTUNMpoBaHMe IMMGOLNTOB Nepndeprnyeckon Kposu
HLA-TunNnnpoBaHmne nauneHTa n cemMbm

NccneposaHue akTuBHOCTU HK-KneTok*

NccnenoBaHMe ypOBHS paCTBOPMMOIO pelenTopa K MHTepnenkuHy-2 (sCD25)*

®depepasnbHble KIIMHUYECKNne peKoMeHaauum no guarHoCcTnke n aeyeHuto
FemocaroynTapHoOro IMMQOrncTmounTosa y geten, ctp. 11.

SEOEPANIbHBIE KNMNHNYECKWE PEKOMEHOALVW no gnarHocTtuke v iedyeHnto reMagarountapHoro
nmMmorncTmoumnTosa y geten. ObuwecTeseHHas opraHusauns HaymoHanbHoe o6LEeCTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015

(1)
MuHMManbHbIN 06s3aTeNbHLIN 06beM obcnenoBaHUSA:

KNMHWYeCcKnin aHanms KpoBu: reMornobunH, reMaTokpuT, NeNKOUUTbl, 1enkoumTapHas hopMyna,
TpomMbOLUUTHI

BroxumMmnyecknn aHanans KpoBu: Tpuranuepubi(HaTowak), deppuTuH ceiBopoTku, ANT, ACT,
6unmpybur obwmn/ppakumnm, obwmnm 6enok, anbbymMmH, KpeaTUHNH, MOYEBUHA, SIEKTPOSINTHI.

Koarynorpamma: ¢oubpunHoreH, A4TB, NnpoTpoMBUHOBLIN MHOEKC

Y3 6ptoLHOM MoaoCcTH

PeHTreHorpaumsa rpyoHON KAeTKK

Mwvenorpamma

CnnHHOMO3roBas NyHKUMs (moces, unTo3, 6enok, rnKosa, untonpenapar)

Bupyconorus: MNUP OHK n ceponormnsa uMtomMmeranosupyca, Bupyca anwtenHa-bapp, BUY, HSV, HHV6,
HHV8, HZV, napsosupyc B19, ageHoBupyc.

FemokynbTypa

MPT ronosHoro mo3ra B pexume T1, T2, FLAIR, ¢ KOHTpacTUpoBaHNEM rafo/IMHNEM.
NMMyHOrNo6ynHbI CbIBOPOTKN

NMmyHOoheHoTNMpoBaHmne IMMGOLNTOB Nepngepnyeckon Kposu
HLA-TunnpoBaHue naymeHTa u ceMbi

NccneposaHue akTuBHOCTU HK-KneTok*

NccnepoBaHme ypoBHSA pacTBOPUMOro peuenTopa K MHTepsenkunHy-2 (sCD25)*

depepasbHble KJIMHUYeCKNne peKoMeHaauum no guarHocTnuke n aeyeHuio
FemocaroynTapHOro IMMQOrncTmoumnTosa y geten, ctp. 11.

SEOEPANIbHBIE KNMNHNYECKWE PEKOMEHOALIMW no gnarHocTuke v ied4eHUto remagaroumntapHoro
nmmorncTmoumnTosa y geten. ObuwecTeeHHas opraHusaumns HaunoHanbHoe obLEeCTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015
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(1)

2. AunarHos

Bonpoc 3.

Ha ocHOBaHUW pe3ybTaToOB NMPOBeAEHHOr0 06Cef0BaHNA MOXXHO YCTAaHOBUTL AMArHo3
1. OcTporo MmenougHoOro sienkosa

femogarounTapHoOro MMGOrncTMounTo3a

3. OcTporo numdobnacTHOro nemnkosa

4. OBEHUNLHOIro MUENIOMOHOLIMTAaPHOr O JIeliko3a

MpaBunbHbLIA OTBET:

2 - TemodaroumtTapHoro nuMmcporncTuouuTosa

OwnarHos ycTaHaB/IMBaeTCA Ha OCHOBaHNMN XapaKTepPHOro co4eTaHnss CUMMNTOMOB U na6opaToprlx
NMPU3HaKOB. O6uwiecTBoM Mo N3y4eHn rmcTtmounTo3oB pa3pa60TaHbl OnarHoCTn4yeckmne Kpntepmm
remocdaroumMTapHoOro 1IMMQOrncTnouUnTosa.

denepasibHble KJIMHUYECKNE peKoOMeH4aunun rno gUarHoCcTuke N ne4eHunto
FremodaroynTapHOro AMMA@OrncTmounTosa y geten, ctp. 12.

OEOEPANIbHBIE KMNHNYECKWE PEKOMEHOALIMW no gnarHocTuke v iedeHuto remagaroumnTtapHoro
nmmdorncTnounTosa y geten. ObwectseHHasa opraHusayuma HaunoHasnbHoe 06WecTBO A4EeTCKUX
remMaTosioros, oHKosioros; ®rbyY «®HKL, ATON nm. OmuTtpnsa Poravesa» MuHsgpasa Poccun, 2015

(1)

Bonpoc 4.

Ona NcknYyeHnsA/MoaTBEPKAEHNA NEPBUYHOIO XapakTepa 3abosieBaHNS HY>XHO BbIMOJIHUTb
1. HLA-TunupoBaHue naymneHTa

MONneKynapHo-reHeTn4yeckoe ncciaengoBaHme

3. uuTOoreHeTu4eckoe uccrienoBaHMe KOCTHOroO MO3ra
4. buoncuio nevyeHun

MpaBubHbIA OTBET:

2 - MOJIeKyJIAspHO-reHeTu4eckoe umccsiegosaHue

[ononHnTesNbHbIE 3/1eMeHTbI 06CefoBaHUs (BbIMOJHATCS npun HaJlm4dnm cneunalJibHbiX rnokKasaHui)

WNccnenoBaHme akcnpeccum nepgoprHa B HK kKneTkax MeTo4oM NpoTOYHOW umMToMeTpun nnbo
NMMYHOTMCTOXUMUNYECKM.*

NccneposaHume skcnpeccnmn CD107 Ha akTMBUpOBaHHbIX HK-kneTkax*

MonekynapHo-reHeTnyeckoe nccnegosaHue reHos PRF1, MUNC13D, STX11, STXBP, a Takxe, npu
HaIN4YMnM KINHNYeCKX 1 nabopaTopHbIX yKasaHuin, reHos SH2D1A, BIRC4, RAB27.*

CDe,uepaanble KIIMHN4YeCKne pekoMmeHgauunnm no gnarHoOCTnkKe n nevyeHumto
FemodaroumTapHoOro NMMGOrncTnounTo3a y geten, ctp. 11.

OENEPA/IbHBIE KNTMHWYECKWUE PEKOMEHOALUWW no anarHOCTUKe 1 nevyeHuto remadaroyntapHoro
nmMmorncTnoumnTosa y geten. ObuecTteeHHas opraHusaumnsa HaymoHasnbHoe 06WeCcTBO OETCKUX
remMaTosioroB, oHKosioros; ®rbY «®HKL, ATON nm. OmuTtpns Poravesa» MuHigpasa Poccun, 2015

(1)
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3. JleueHue

Bonpoc 5.

0O6bemM MMHMManbHOro obsa3aTensHOro obcnenoBaHUA npu remogarounTapHoM JMMEPOrncTnounTose
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

MpaBunbHbIA OTBET:

1 - npoBeaeHne CNMMHHOMO3roBon NyHKLUM (noceB, LUTO3, 6enok, rawkKosa,
uutonpenapart, MNLUP- Bupyconorusa)

CnuHHOMO3roBas NyHKuUms (nmoces, unMTo3, 6en0K, rIwKosa, umTonpenapaT)

CDe,uepaanble KIIMHN4YeCKne pekoMmeHgauunnm no gnarHoOCTmnkKe n nevyeHumto
FemodharoumTapHOro NMMGOrncTMoLMTO3a y aeTen, cTp. 7.

OENEPA/IbHBIE KNTMHNWYECKUE PEKOMEHOAUWW no anarHoCTUKe 1 nevyeHuto remadaroyntapHoro
nmMmorncTnoumnTosa y geten. ObuecTtseHHasa opraHusaunsa HaymoHasnbHoe 06WeCcTBO OETCKUX
remMaTosioroB, oHKosioros; ®rbY «®HKL, ATON nm. OmnTtpns Poravesa» MuHsgpasa Poccun, 2015

(1)

Bonpoc 6.
K ONarHOCTU4YeCKNM Kpntepnam FeMO(*)aFOLI,I/ITapHOFO ﬂI/IM(t)OFVICTI/IOLI,VITO3a OTHOCUNTCA

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

MpaBunbHbIA OTBET:

2 - runepTpuraMuepuaeMmus n/mwnv runocpubpuHoreHemus

dnarHocTnyeckne Kputepmnm remodaroymmtTapHoro numgornctTnoumnTosa, Histiocyte Society, 2004
Nuxopagka >38,5 oC > 7 gHen

CnneHomeranua >3 cM 13 nopg Kpas p€bepHon ayru

UnToneHunsa B = 2-X INHNAX

FemornobuH <90 r/n, TpomboumnTbl <100x109/n, HemTpodunabl <1 x109/n
MMnepTpuranuepunaeMmnsa n/unm runodunbpuHoreHemus

Tpurnmuepuabl >2,0 mmon/n nnu >3SD pmnbpuHoreH <1,5 r/n
DPeppUHTMH >500 MKr/n

sCD25 >2500 Ea/n

CHu>XeHune akTnsHocTu HK-kneTok

FemoaroymMTo3 B KOCTHOM MO3re, InMaTUYeCKUX y3aax uim amkKeope

®depepasibHble KJIMHNYECKNE peKOMeHJaunm No AnarHoCTUKe 1 nevyeHuto
remogaroumnTapHoro nuMmcorncTuoumnTosa y geten, ctp. 8.
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OENEPANIbHBIE KNTMHNWYECKUE PEKOMEHOALUWW no anarHoCTUKe 1 nevyeHuto remadaroyntapHoro
nmMmorncTnoumnTosa y geten. ObuecTtseHHas opraHusaumnsa HaymoHasnbHoe 06LWeCcTBO OETCKUX
remMaTosioroB, oHKosioros; ®rbY «®HKL, ATON nm. OmuTtpns Poradesa» MuHigpasa Poccun, 2015

(1)

Bonpoc 7.

K npenapaTtaM, NpUMEHSEMbIM B MEPBON INHUW Tepanuu remogaroymntTapHoro AMmMgporncTnoumTos3a
rno npotokony HLH-2004, oTHocATCA

1. nekcamMeTasoH, BUHKPUCTUH, AayHOpPYy6uLnH
@ LeKCaMeTa30H, LIMKJIOCMOPUH A, 3Tonosug,

3. uuTO3ap, 3Tono3ua, AayHopybuuuH
4. npenHU300H, BUHBNACTUH

MpaBunbHbIA OTBET:

2 - peKcaMeTa30H, LUKJIOCNOPUH A, 3TONO3MA,

Bce naumeHTbl C NOAO3PEHMEM Ha MepBUYHbIA reModaroumTapHbIn AMMGOrncTUOLNTO3 AOSHKHbI
MoAy4YNTb KOMOMHMPOBAHHYIO MMMYHOCYNPECCUBHYO XUMUOTEPanuio npenapaTaMu geKcaMmeTasoH,
3TOMO3UA N LMKNOCMOPUH A C LesbIo KOHTPOJIS CUCTEMHOIO BOCManeHns N NpefoTBpaLleHus
HeobpaTUMbIX MOBPEXAEHN OPraHOB, B MEPBYIO 04epenb - LeHTPasbHOW HEPBHOW CUCTEMBI.

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

depepasbHble KJIMHNYECKNE PEKOMEHOALUN NO ANArHOCTUKE U NeYeHunto
FemocaroynTapHoOro aMM@orncTmounTosa y geten, ctp. 11.

OEOEPANIbHBIE KNMNMHNYECKWE PEKOMEHOALIMW no gnarHocTuke v siedyeHnto remagaroumtapHoro
nMMmgorncTmoumnTosa y geten. ObuwecTeeHHas opraHusauns HaumoHanbHoe obLEeCcTBO OETCKUX
remMaTosioros, oHkosioros; ®IrbY «®HKL, AMON nm. Omutpuna Poravesa» MuHsgpasa Poccun, 2015

(1)

Bonpoc 8.

CoxpaHeHune nuxopanku >38 Oc , MaCcCMBHOW renaTtocnjeHomeranmum, TpombounToB <50x10° /n,
HenTpodunIoB <1x 10° /n, noTpebHOCTN B TPaHCY3nAX 3pUTPOLNTCOAEPKALLMX KOMMOHEHTOB
OOHOPCKOW KPOBM pacLEeHNBAETCH Kak

1. 4acTu4HbIN OTBET
2. XpoOHMYyeckas asa
@ aKTUBHOe 3aboneBaHune

4. peuunauns 3aboneBaHus

MpaBunbHbLIA OTBET:

3 - aKTUBHOe 3aboseBaHue

AKTUBHOe 3aboneBaHne: coxpaHeHue nuxopaakn >380C, MacCMBHOWM renaTocrnjieHoOMeraaumm,
TpombouunToB <50x109/n, HenTpodumnos <1x109/n, NoTpebHOCTU B TPaHCHY3USAX IPUTPOLUTHON
MaccChl.

denepasibHble KJIMHUYECKNE peKoOMeH4aunn rno gUarHoCcTuke N ne4eHunto
FemodaroynTapHoOro AMMA@OrncTnounTosa y geten, ctp. 12.

OEOEPANIbHBIE KMNHNYECKWE PEKOMEHOALIMW no gnarHocTuke n iedeHuto remagaroumnTtapHoro
nmmdorncTnounTosa y geten. ObwecTtseHHasa opraHusayuma HaunoHasnbHoe 06WecTBO AEeTCKUX
remMaTosioros, oHKosioros; ®rbyY «®HKL, ATON nm. OmuTtpnsa Poravesa» MuHigpasa Poccun, 2015
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(1)

Bonpoc 9.
|_|aLI,I/IeHTaM C NepBUNYHbIM FEMOQ)aFOLI,I/ITaprIM J‘IVIMCbOFI/ICTVIOLI,VITO3OM MOKa3aHa

1. ayTosnoruydHas TpaHCnaHTauusa reMono3TUYeCKMX CTBOJIOBbIX KJIEeTOK

aJlloreHHaa TpaHcnaHTauna reMornos3Tn4eCKMX CTBOJI0OBbIX KNIETOK

3. Tepanua npenapaTtoM MOHOKJIOHaJIbHOr0 aHTUTENa K YeN0BeYeCKOMy peLenTopy
WHTepnenknHa-6

4. VHTpaTeKasibHasa Tepanus

MpaBunbHbIA OTBET:

2 - aNNIOreHHana TpaHCNJaHTauus reMono3TU4YeCcKMX CTBOJIOBbIX KJIeTOK

BceM naumeHTaM C fOKa3aHHbIM MepBUYHbLIM reModarounTapHbIM JNMEPPOrNCTUOLNTO30M NOKa3aHo
BbIMNOJIHEHWE a1/I0rEHHOWN TPaHCMJIaHTauUn KPOBETBOPHbLIX CTBOJIOBbIX KJ1ETOK.

depnepasnbHble KIMHUYECKNe peKoMeHaaumnm no gnarHoCTuKe n ae4eHuto
FemodharoymTapHoOro NMMGOrncTnoLmnTo3a y geten, ctp. 11.

OENEPANIbHBIE KTMHNWYECKWUE PEKOMEHOAUWW no guarHoCcTuKe u nevyeHuto remadaroyntapHoro
nmMmorncTnoumnTosa y geten. ObuwecTseHHas opraHusaumnsa HaymoHanbHoe o6WeCcTBO OETCKUX
remMaTosioroB, oHKosi0ros; ®rbyY «®HKL, ATON nm. OmnTtpuns Poradesa» MuHsgpasa Poccun, 2015

(1)

Bonpoc 10.

ONMTenbHOCTb MHNLMaNbHOW Tepanun remoaroynTapHoOro AIMMGOrncTmMoumTosa No NPoToOKoy
HLH-2004 cocTaBnsieT Henenb

1. 2
2. 6

8
4. 1

MpaBunbHbIA OTBET:

3-8

Cpok TpaHcniaHTauum

Mpwn nepBnYHOM remodaroyMTapHOM CUHAPOME TpaHCNAaHTaUMSa A0/DKHA 6bITh BbINOJHEHA
HaCTOJIbKO 6bICTpO, HACKOJIbKO BO3MOXXHO. ONTMManbHO - B Te4eHne OBYX MecsAueB OT OKOHYaHuA
I/IHVILI,VIaJ'IbHOI7I Cba3bl Tepanunn. I'Ipe,u,nhoMTeano BbINOJIHEHWNE TPaHCNMAaHTauunnm B peMnccmmn
3aboneBaHns, 04HaKO OTCYTCTBUE PEMUCCUN HE ABMAETCSA NPOTMBOMNOKA3aHUEM A5 BbIMOJIHEHUA
rnepecanku.

®depepasnbHble KJIMHUYECKNe peKoMeHaauum no guarHocTnke n aeyeHuto
FemocaroynTapHOro IMMQPOrncTMounTosa y geten, ctp. 12.

OENEPANIbHBIE KNTMHNYECKUE PEKOMEHOALUWW no anarHocTuKe u nevyeHuto remadaroyntapHoro
nmmorncTmoumnTosa y geten. ObuecTeeHHas opraHusauns HaymoHanbHoe o6LEeCTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015

(1)

4. BapuaTtus

Bonpoc 11.

YacCTNYHbIN OTBET MO OKOHYaHUN MHULKaNbHOW Tepanun no npotokony HLH-2004 xapakTepusyeTtcs
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1. pa3spelueHneM BCEX KIIMHMYECKUX N nabopaTopHbIX NMprU3HakoB 3abosieBaHus

OTCYTCTBMEM JINXOPALKWN, NeYeHb < 3 CM, cefle3eHKa < 5 cM n3-nof Kpas pebepHon ayru,
ypoBHeM TpomMbOLNTOB >50x10° /n, HenTponnos >1x10° /n, oTcyTcTBMEM noTpebHOCTM B
TPaHCPY3UAX 3PUTPOLMTAPHON MacChl

3. coxpaHeHueM nnxopanku >38 0 ¢, MmaccuBHOM renaTocnneHomeranmen, ypoBHen TpomMboumnTOoB
<50 x 10 2 /n, HenTpodumnos < 1 x 10 on, noTpebHOCTAMU B TPAHCHY3MAX SpUTPOLUTaPHON
Macchl

4. OTCYTCTBMEM NNXOPAaAKW, NevyeHb < 3 CM, cesie3eHka < 5 CcM u3 nof kpaa pebepHon gyru,
ypoBHeM TpomMboLMNTOB >50x10° /n, HenTpodnnos >1x10° /n, coxpaHeHueMm noTpebHoOCTN B
TPaHCHY3UAX 3PUTPOLUTHON MaCChl

MpaBunbHbIA OTBET:
2 - OTCYTCTBMEM JINXOPaAKH, NeyeHb < 3 CM, cesie3eHKa < 5 cM u3-noa Kpas pedbepHon

AYyru, ypoBHeM TpoMOOLUTOB >50x10° /n, HeWTpoduioB >1x10° /n, oTCyTCTBUEM
norpebHocTu B TpaHChy3UAX SPUTPOLLUTAPHON MaCChl

HYacTu4HbIN OTBET: OTCYTCTBME NIMXOPaAKN, NevyeHb <3 CM, ceneseHka <5 cM us-nopg pebpa,
TpoMbounToB >50x109/n, HenTpogunnos >1x109/n, oTcyTCTBME NOTPEBHOCTN B TpaHChY3nAX
3PUTPOLIMTHON MacChl.

®depepasnbHble KIIMHUYECKNne peKoMeHaauum no guarHoCcTnke n aeyeHuto
FemocaroynTapHoOro IMMQOrncTmounTosa y geten, ctp. 11.

OENEPANIbHBIE KNTMHNYECKUE PEKOMEHOALUWW no anarHocTuke u nevyeHuto remadaroyntapHoro
nmMmorncTmoumnTosa y geten. ObuwecTeseHHas opraHusauns HaymoHanbHoe o6LEeCTBO OETCKUX
reMaTosioros, oHkosioros; ®rey «®HKL OFOWN vm. OMmnTpusa Poravesa» MuHsgpasa Poccum, 2015

(1)

Bonpoc 12.

K OMAarHOCTUYECKM KPUTEPMAM reModaroumMTapHoro AMMQorncTMoumMTo3a y aHHOro naumMeHTa
OTHOCUTCS

cnjieHomeranmsa > 3 CM 1U3-nop kpas pebepHon gyrun

2. aHEMWYECKUI CUHOPOM
3. 3HTEepoKONUT

4. Taxukapousa

MpaBunbHLIK OTBET:

1 - cnneHoMmeranua > 3 CM u3-nop Kpasa pebepHou ayrm

[OnarHocTnyeckme Kputepmum remocaroymtTapHoro ammgornctnoumnTosa, Histiocyte Society, 2004
Jlnxopapnka >38,5 oC > 7 gHen

CnneHoMeranmsa >3 cM 13 nopg kpas p€bepHon ayru

UnToneHus B = 2-X INHUAX

Femorno6bumH <90 r/n, TpomboumnTbl <100x109/n, HenTpodunbl <1 x109/n
MnepTpuranuepnaemMmms n/uam runondbprHoreHeMns

Tpurnnuepuabl >2,0 mmon/n nnu >3SD punbpuHoreH <1,5 r/n
deppnHTUH >500 MKr/n

sCD25 >2500 Ea/n

CHuxKeHne akTnBHOCTUN HK-kNneTok

FemMoharoumTos B KOCTHOM MO3re, MnMcaTUHeCcKnX y3aax nin JINKBope
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depepasibHble KIMHUYECKNE peKOMEHAAUNN N0 AMAarHOCTUKE 1 IeHeHNI0
reMmogarounTapHoro ammcorncTuounTosa y neten, cTp. 8.

OENEPAJIbHBIE KTMHNYECKUE PEKOMEHOALUWW no anarHoCcTuUKe u fevyeHuto remadaroyntapHoro
nmMmorncTmoumnTosa y geten. ObuiecTeeHHas opraHusauns HaymoHanbHoe o6 EeCcTBO OETCKUX
remMaTosioros, oHKosioros; ®IrbY «®HKL, ATON nm. OmnTtpuns Poravesa» MuHsgpasa Poccun, 2015

(1)
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CutyauuoHHas 3apava 0002
O6pa3oBaHue: Bricluee obpa3oBaHue | CreunanbHOCTb: FeMaTonorus
1. YCIOBUE CUTYALLUOHHOW 3A0A4YU

1.1. Cutyauusna

Manb4mk, Bo3pacT - 2 Mecsua, NoCTynuj B reMaTosiorm4eckoe otnesieHumne.

1.2. XKanoObl

Co cnoB MaTepu, 0eCcnoKoSAT KULLIEYHbIE KOJTINKN, yBenyeHne LEeNHbIX MM OY310B.

1.3. AHaMHe3 3a0oseBaHuA

Hepenio Hasap pooutenu 3aMeTuNn yBenmnyeHue LLIENHbIX nnmaoysnos. Mpun obcnenoBaHun B
MNOJINKJINHNKE MO MeCTY XNTeJIbCTBa B reMmorpamMme BbisdBJ1EH nenkounTos ao 200 Tbic/MKA, BnacTHble
KJIETKWN.

1.4. AHaAaMHe3 XXU3HHU

PebeHok oT nepBon bepemeHHOCTH, 1-x pofoB. TeyeHne bepeMeHHOCTN Yy MaTepun Ha (hOHE CaxapHOro
onabeta 1 Tuna. Poabl eCTeCTBEHHLIE, CpOYHble. Bec npu poxxaeHnn 3890 r. PocT — 56 cM. BLK 1
renaTtuT B — BakUMHMpPOBaH B poaaoMe. ECTeCTBeHHOE BCKapMJIMBaHMEe 00 HacToALlero MOMeHTa.
MNepeHeceHHbIE NHDEKLNN: OTCYTCTBYIOT.

1.5. O0beKTUBHbIN CTATyC
PocT - 59 cm, Bec - 5,61 kr. YCC - 124/mMuH, 4 - 31/MuH, Sp02—99%, Al -101/45 mm pT. CcT., t-36,32C.

CocTosiHue Taxesioe. CaMO4yBCTBME CYLLECTBEHHO He HapyLueHo. [lono)xeHne eCcTeCTBEHHOe.
TenocnoxxeHne HopMocTeHn4eckoe. KoxxHble MoKpoBbl 6nedHble, YACTbIE, NPOABAEHUN
remMopparnyeckoro cMHapoma Het. CnmsuncTtole 060/104KN PO30BbIE, YNCTbIE. KOCTHO-MbILLEYHas
cuctema 6e3 BUANMbIX MOPOKOB 1 AedopMaunii. BosbLIon pOAHNYOK BbIMOJIHEH, HE HAMpPS>XXEH.
ManbnupytoTcs WenHbie IMM@Ooy3bl 15 MM B AnameTpe, NNOTHLbIe, 6e360ne3HeHHbIe. TOHbI cepaLa
ACHble, pUTMUYHbIE, HeboNbLaa Taxukapans, reMoanHamMmmkKa yaoBaeTsoputesnsHasa. Hocosoe
ObixaHne cBobogHoe. B nerkux AbixaHue nyspusibHOe, paBHOMEPHO NPOBOAMTCHA BO BCE OTAESbI.
XpVNOB 1 OAbIWKN HET. ANMETUT CHUXKEH, COCET BAJI0, Mano, HE CPpbIrMBaeT. XXMBOT 00bI4HOW hopMbI
1 pa3Mepos, Npu Nasabnaunn MArkmun, 6esbonesHeHHbIn. CeneséHka + 3 cM, MeYvYeHb + 2 CM.
Mo4euncnyckaHue He HapyLUeHOo, Anype3 HeLOCTaTO4YHbIN.

1. MnaH obcnepoBaHusA

Bonpoc 1.
He06XO,£I,I/IMbIMVI Onga NoCTaHOBKW OUWarHo3a na60paTopr|M|/| MeToadaMun 06Cﬂe,£l,OBaHVIF| ABNAOTCA

061N aHaNn3 KPOBU C IeNKOLUUTAPHON hOpMYJION

2. 3n1eKTpoKapAanorpadpus

MMMYHOEHOTUNMPOBaHNE KJIETOK KOCTHOIMO Mo3ra
UmnToNnormn4yeckoe n ULMToxXxmMmmnyeckoe nccienoBaHme Maskos KOCTHOIro Mo3ra

5. HenpocoHorpadus C OLEHKON MO3roBOro KPOBOTOKA
6. 6uoncusa numdoy3sna

MpaBunbHbIE OTBEThI:
1 - oOWwMK aHaNN3 KPOBM C JIEMKOLUTApPHOU (hopMyion

3 - VIMMyHOCbEHOTMnMpOBaHMe KJ1IeTOK KOCTHOro Mmosra
4 - UNTOJIOrMYECKOoe U LUTOXUMMUYECKOoe uccsiegoBaHMe Ma3koB KOCTHOro Mo3ra
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06V KNMHWYECKNI (pa3BepHYTbIN) aHan3 KPoBU € 06A3aTeNIbHbIM LIUTONOMNYECKNM
nccnenoBaHMEM Ma3KOB PEKOMEHAYETCA Y BCeX NALMEHTOB NPW NOAO03PEHUM Ha OCTPbIA nerko3. OAK
Ha MepBbIX 3Tanax ANarHOCTUKMN HY>XEH A1 ornpefesieHns HanpaBieHnn AMarHoCTMYEeCKOro Noucka.
Kpome Toro, gaHHble OAK Mo3BosSOT CYAUTb O BbIPaXKeHHOCTW TPOMBOLMTOMEHUN N aHEMUN U
HeobX04MMOCTN NMPOBELEHNS 3aMECTUTENIbLHON Tepanun KOMNOHEHTaMu KpoBu. ObLLiee KOIMYeCcTBO
NIeNKOLUMTOB M Han4mne 61acTHbIX KJIETOK B Nepudeprnyeckorn Kposn Heobxoanmo oA nocaeayowero
CTagnpoBaHus, onpenesieHns rpynnbl pUcka U Ha3HavYeHNs afekBaTHOM Tepanuu.

KnnHnyeckune pekoMmeHpaumm MmnHsgpasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.
(1)

Mpn NOAO3PEHNN Ha OCTPbLIN TIEAKO3 BepndUKaLna AnarHo3a NnpoBoaMTCs C MOMOLLbIO
LMTOJIOrNYECKOr0 N LMTOXMMUYECKOr0 NCCNEe0BaHNA Ma3KOB KOCTHOrO MO3ra, MHOrOLBETHOM
NPOTOYHOWN LUTOMETPUN KJI€TOK KOCTHOIMO MO3ra, LMTOreHeTNYeCKOro u
MOJIEKYNAPHO-T€HETNYECKOro aHaIn3a OnyxoneBblX KJIETOK.

MynbTunapaMmeTpuyeckas npoTo4YHasa LMTOMETPUS, MPoBOAMMaS, C Llesibio TOYHOro onpeaeneHms
MMMYHO(EHOTUMNA NENKEMNYECKOr0 KJIOHa NO3BOASET NpoBecTn anddepeHumanbHy0 ANarHoCTUKY C
OMJ1 n MPAL, siBNsieTCS 04eHb Ba>KHbIM U 0683aTeNlbHbIM METOAO0M A1 AMAarHOCTUKM Pa3sINYHbIX
BapuaHToB OJIJ1, gna cTpaTudukKaumm Ha rpynnbl pucka 1 gasa nocaeanyouero onpeneneHms
MWHUMasIbHOW ocTaTo4yHOoW 6one3Hn (MOB).

KnnHnyeckune pekoMmeHpaumm MmnHsapasa Poccumn. OcTpbln nuMdobnacTHbIn nenkos, 2024 r.
(1)

Mpy NOAO3pPEHNN Ha OCTPbLIN NTIEAKO3 BepndUKaLna AnarHo3a NnpoBoaMTCS C MOMOLLbIO
LMTOJIOrNY4ECKOro N LMTOXMMUYECKOr0 NCCe0BaHNA Ma3KoB KOCTHOI0 MO3ra, MHOrOLBETHOM
NPOTOYHOWN LINTOMETPUMN KJIETOK KOCTHOIrO MO3ra, LMTOreHeTUYEeCKoro n
MOJIEKYNAPHO-T€HETNYECKOro aHaIn3a OnyxoeBbiX KJIETOK.

IOunarHo3 OJ1J1 cTaBUTCA Ha OCHOBaHMKN 0b6Hapy>XeHns B MyHKTaTe KOCTHOro Mo3ra 6onee 25%
NenKeMnyecKnx KeTok, 418 KOTOPbIX MOPAOSIOrNMYeCcKN U LUTOXUMNYECKU A0Ka3aH OAUH U3
BapuaHTOB JMMGOongHon gnupdepeHUnpoBKN.

KnnHnyeckne pekoMmeHpaumm MuHsapaBa Poccuun. OcTpbin nuMmdobnacTHbI nenkos, 2024 r.

(1)

Bonpoc 2.

Hanbonee npeano4TUTENbHLIM MECTOM AJ19 KOCTHOMO3rOBOM MYHKLUMW Y 3TOr0 NauneHTa ABnseTcs
1. noaB38O0WHbLIA rpebeHb

2. rpyavHa

3. OCTUCTbIN OTPOCTOK NO3BOHKaA

6yrpmucTtocTb 60sbLIEBEPLIOBO KOCTH

MpaBunbHbIA OTBET:

4 - 6yrpuctocTb 60onbLIEbEepLOBOM KOCTH

Y peTen Mnaguwe rofa o/ NpoBeAeHNS KOCTHOMO3Ir0BbIX MYHKLMA UCMONb3YyOTCS ByrpucToCcTb
6onbebepuoBON KOCTM U NATOYHAS KOCTb.

MeanaTtpua / noa pen. A. A. bapaHoBa - Mocksa : T90TAP-Meaua, 2014. - 768 c. - ISBN
978-5-9704-2787-3

(1)
KnnHnyeckne pekoMmeHpaumm MuHsapaBa Poccuun. OcTpbin nuMmdobnacTHbIN nenkos, 2024 r.

(1)
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Bonpoc 3.

Heobxo4MMbIMN ONOJHUTENBHLIMKN MeToAaMun 06cnenoBaHNSA A8 YTOYHEHUS OMarHo3a SABAAKOTCA
1. Y3 oynnekcHoe CKaHMpoBaHWe BeH wWwen (c gonnneporpadunen)

2. cuUMHTUrpadusa KocTen

LUMTOreHeTN4YeCKoe N MOJIEKYIAPHO-FeHeTMYecKoe nccaenoBaHme 61acTHbIX KNEeTOoK
nccnenoBaHme CMMHHOMO3MOBOM XUAKOCTU
5. Y3U Ta3zobenpeHHbIX CyCTaBOB

MpaBunbHbIE OTBETHI:

3 - uMTOoreHeTu4Yeckoe u MOJIeKyJiIspHO-reHeTUu4eckKkoe mccisiegoBaHue 61aCTHbIX KJIeTOK
4 - nccnepoBaHue CNMHHOMO3rOBOM XXUAKOCTH

LinToreHeTnYeCKOE N MOJIEKYJISIPHO-TEHETUYECKOE NCCeoBaHNe 61aCcTHBIX KJIETOK peKoMeHayeTCs
y Bcex naymeHTtos c OJUJI.

LnToreHeTn4eckoe nccaenoBaHme enkeMmn4yeckmnx KNeTok 4o/HKHO obs3aTeslbHO BKIOYaTb B cebs
KapuoTunmnpoBaHune, nccaenoBaHne MeToaoM ayopecueHTHoM in situ rubpugnsauum (FISH) n
OT-MNUP ong BbisBNEHWNA BCEro CNeKTpa XapakTepHbIX NepecTpoek.

KnnHnyeckune pekoMmeHpaumm MuHsgpasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.
(1)

NccneposaHue nukeopa obsi3aTenbHO 418 NOATBEPKAEHUA/MCKOYEHNS gnarHo3a nopaxkeHums LHC
(Hemponenkemmn), 4To HeOHBXOOMMO ANt TOHYHOrO ornpeneneHns rpynmnbl pUcka U HasHavYeHus
afeKBaTHOW Tepanun.

KnnHnyeckne pekoMmeHpaumm MuHsapaBa Poccuun. OcTpbin nuMmdobnacTHbIN nenkos, 2024 r.

(1)

2. AunarHos

Bonpoc 4.

YunTeiBas AaHHble aHaMHe3a, OCMOoTpa U pe3ysibTaTbl MPOBeLEHHbIX obcnenoBaHun,
npe,u,nonaraeMblVl OCHOBHOW AnarHo3

OcTpbii NMMpobnacTHbLIN 1enKo3

2. OcTpbii BUDHEHOTUNNYECKUI JIENKO3
3. OCTpbIt BUINHENHbIN NENKO3

4. JNlnmpobnactHasa numdpoma

MpaBunbHbIA OTBET:

1 - OcTpbin NnMMbpOONaCTHbIN JIEUKO3

Ha ocHoBaHWn faHHbIX obcnenoBaHus (B Mnenorpamme 95% aHannasnpoBaHHbIX 6N1aCcTHbIX KJETOK Mo
MOPOJSIOrN4ECKUM N LIUTOXMMUYECKNM XapaKTEPUCTUKAM COOTBETCTBYIOLLNX OMYX0JIEBbIM
numepobnactam (L1-L2); npy MMMyHO(PEHOTUNNPOBaHUN BbisiBJIEHA NOMYNSALMSA ONYX0JIEBbIX KJIE€TOK C
MMMYHOMEHOTUMOM Bl; N0 AaHHBIM MONEKYIAPHO-FreHeTUYeCKoro nccnefoBaHns sbissieHa t(4;
11)(g21; q23)) naumeHTy nocTtaBfeH anarHo3: OcTpbin AuMMpobnacTHbIn nenkos, Bl-sapuaHT, t(4; 11),
1 oCcTpbI Nepuoga.

KnuHunyeckne pekomeHpgaumm MuH3sgpasa Poccmn. OcTpbit inMdpobnacTHbIN nenkos, 2024 r.

(1)

Bonpoc 5.

Cratyc UHC y paHHoro naumeHTa pacueHmnBaeTca Kak LHC
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MpaBunbHbLIA OTBET:

3-2

B pe3synbTaTe aHanM3a JIMKBOPA BO3MOXHbI C/ieAyloLe BapuUaHThI:

* LUHC1 - nyHKuUmMa He TpaBMaTuU4Ha (<10 aputpoumnToB/MK), <10 NenKounTOB/MKJ, OTCYTCTBUE
NeNKeMNYEeCKUX KJeTOoK.

* UHC2 - nyHKUmMA He TpaBMaTnyHa (<10 spuTpouunTtos/Mki), <10 NernKounToB/MKJ1, BOSMOXHO
Hann4yne nemkeMun4eckKmnx KneTok.

* UHC3 - nyHKUMA He TpaBMaTU4YHa, =10 NenkKounTOB/MKJ1, Hann4dne NenkeMmnyecknx KNeTok nocne
LNTOLEHTPURYrMpoBaHus.

KnnHnyeckune pekoMmeHpaumm MuHsgpasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.

(1)

3. JleueHue

Bonpoc 6.

Tepanusa ocTtporo numcobiacTHOro nenkosa Ha4YMHaeTcsa € 3Tana

@ NHOYKLMN

2. JNly4eBoOi Tepanuu
3. nonaep)xuBalolen Tepanum

4. KoHconnpauunm

MpaBunbHLIK OTBET:

1 - nvHayKUMNK

CoBpemeHHoe sieyeHune OJ1JT COCTOMT U3 HECKOJIbKMX OCHOBHbIX (ha3: MHAYKLMS PEMUCCUMN C MOMOLLbIO
4 v bonee areHTOB, BBOAMMbIX B Te4yeHne 4-6 HefeNlb, MyJibTMareHTHas KOHConaaumns
(«3aKkpenneHne») peMUCcCUn 1 NoaaepKnBatoLLas Tepanus, Kak NpaBuio, aHTUMeTabonMTamm B
TeyeHue 2-3 neT. KpaHnasbHoe o0b6/ly4eHne npoBoAUTCS OTAENIbHbIM KaTeropusim 60/ibHbIX Nocie
(hasbl KoHCOMAAUNN, Neped HavyaaoM NMoaaep KUBatoLWen Tepanuu.

KnnHnyeckne pekoMmeHpaumm MuHsapasa Poccuun. OcTpblnt nuMmdobnacTHbIN nenkos, 2024 r.

(1)

Bonpoc 7.

PacyeT [03bl XMMMoONpenapaToB Yy AaHHOro pebeHka byneT NnpoBoANTLCS Ha

@ nJjolwanb NOBEPXHOCTM TeNa B M2

2. BO3pacT B Mecsuax
3. BO3pacT B rogax

4. BecC NnauueHTa B KIr

MpaBunbHLIK OTBET:

1 - naowanb NOBEPXHOCTU Tena B M2

PacyeT XMMUOTEpanuu y AeTel NPOBOAMTCS Ha MIOWaAb NOBEPXHOCTY Tena B M2.
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KnuHunyeckne pekomeHgaumm MuH3sgpasa Poccmn. OcTpbit inMdpobnacTHbIN nenkos, 2024 r.

(1)

Bonpoc 8.

D,o3a XmMmonpenapaToB y A4AaHHOIO NauneHTa coCtaBndeT _~~ OT paC‘-IETHOﬁ
1. 150%

2. Y,

3. 100%

@

MpaBunbHbIA OTBET:

4-?

3
Y neteit mnaguwe 1 roga fo3a XMMMONpenapaToB NepecynThiBaeTCs caeayolmnm obpasom:

3a ocHoBYy bepeTcs pacyeTHas Ao3a Ha 1 e MOBEPXHOCTWN Tena. Y neten mnaagwe 6 mec
1ncnosb3yeTcs 2/3 pacyeTHOM [03bl; CTapwe 6 Mec - % OT pacH4eTHON A03bl

KnnHnyeckune pekoMmeHpaumm MuHsapasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.

Bonpoc 9.

MepepacyeT nsowanm NoBepxXHOCTN Tena y nauneHTos ¢ OJ1J1 npoBoanTCA
1. oAwWH pas nepepn HayvyasioM Tepanuu

2. exeHepesibHO

3. 1 pa3 B Mecsu

@ nepen Ha4daJioM Ka>Xxaoro tepaneBTn4eCckKoro asieMeHTa

MpaBunbHbLIA OTBET:

4 - nepep Ha4YaJIOM Ka)XkAoro TepaneBTU4ecKoro 3JieMeHTa

Mnowanb NOBEPXHOCTW Tesa 414 pacyeTa L03 JIeKapCTBEHHbIX NpenapaToB NnepecynTbiBaeTCs
3aHOBO nepepn Ha4asioMm Ka)kaomn a3l Tepanuu.

KnnHnyeckne pekoMmeHpaumm MuHsapasa Poccuun. OcTpbln nuMmdobnacTHbIN nenkos, 2024 .

(1)

Bonpoc 10.

MepBas A03a rIIOKOKOPTUKOCTEPOMAOB Y AAHHOMO NaluneHTa CocTaBnseT OT pacyeTHoM

CYTOYHOW [03bl

1. 100%
1

> 1/2 1

@ o™ g
1

4. /g

MpaBunbHLIK OTBET:
1
10 /8
Mpwn Hann4Mm 60bLLION MaCChl TENKEMUYECKNX KNETOK (B AaHHOM ciiydae nenkouunTbl B OAK —

250x109/n) rnepsas A03a MN1IOKOKOPTUKOCTEPONAO0B A1 NPOPUNAKTUKM CUHAPOMa OCTPOro sinsmca
onyxonun (COJI) gos>XKHa coCcTaBnsaTb 1/10 - 1/8 OT CYyTOYHOW O03bl.

3-Y

KnnHnyeckne pekoMmeHpaumm MmnHsapaBa Poccuun. OcTpbin nuMmgobnacTHbIN nenkos, 2024 r.
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4. BapuaTtus

Bonpoc 11.

B nepsble AHW Tepanuun Kaxkable 12 4yacoB Heo6X0AMMO KOHTPOAMPOBaTh
1. obwmin aHann3 Mo4u

2. AvHamunky 2Kl

3. nokKasaTenun KoaryJsiorpammesl

OCHOBHble BUOXMMMYECKME NoKa3aTesn - MOYEBUHA, KpeaTUHNH, 2NeKTPONNTbI

MpaBunbHbIA OTBET:

4 - OCHOBHble OMOXMMMYECKHUe NoKa3aTesNn - MOYEeBMHaA, KP€aTUHUH, 3JIeKTPOJIMThI

B nepBble OHW Tepanun (Koraa nmeeTcs 6oMbluas Macca onyxosu), Bo nsbexxaHne oC/IoKHEHWN
(pasBMTUA CMHAPOMA SIM3MCa OMyX0Jn), Heo6X04MMO NMPOBOANTL TLATESIbHbIA KOHTPOb 0bLLero
COCTOSIHUS NauMeHTa, AMHAMUKN YPOBHS NIEMKOLUTOB, ANype3a Kaxable 6 Y., MO4YeBUHbI, KpeaTUHUHA
N 3JIEKTPOJINTOB - KaxkAble 12 4 ¢ BO3MOXXHOI KoppeKumen Tepanuu.

KnnHnyeckune pekoMmeHpaumm MuHsgpasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.

(1)

Bonpoc 12.

B nepBble AHU Tepanun Bo U3bexxaHnn NoBpeXXAeHUs MoYeKk NpoAayKTamMun pacnaa kKfeTok pH mMouu
[OJIXKHa bbITb

1. weno4yHonm

HenTpanbHoOM nnn cnabowlesnovyHom

3. Kucnon

4. HenTpasibHOM uUan cnabokucnon

MpaBunbHbLIA OTBET:

2 - HeUTpanbHOM UM cnaboluenoyHoOH

YunTeiBas 6osiee HU3Ky0 pacTBOPMMOCTb MOYEBOWM KNCIOThI B KNCJION cpeae, Heobxoanmo
obecneynTb Nogaep>xaHne HenTpasbHOro nnu cnabowenovyHoro pH Mmo4n. Ho weno4vHasa cpena,
HanpoTuKB, 6naronNpmMATCTBYET BbiNageHUIO B ocafok ocdaTa Kanbumua. Kpome Toro, npm pH>7,5
MOXXET KPUCTaJIn30BaTbCA MMMNOKCaHTUH. CnefoBaTesibHO, Nnepe3allesiadyuBaHne MOYM TOXKE MOXeET
6naronpuaTCTBOBATb BbIMaLeHUIO MPOAYKTOB KJI€TOYHOro pacnaga.

KnnHnyeckune pekoMmeHpaumm MuHsgpasa Poccuun. OcTpbin nuMmdobnacTHbIn nenkos, 2024 r.

(1)
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