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Cnmcok cokpameHni

AJIAT — ananmHaMuHOTpaHcdepasza

ACAT — acnapratamuHOTpaHcdepasza

BHIT — 6one3ns Humanna-Iluka

BHII-A — bone3np Humanna-ITuka tuma A

BHII-A/B — Gone3np Humanna-ITuka tuna A/B

BHII-B — bosie3sup Humanna-ITuka tuna B

BI'H — BepxHs1s rpaHunia HOpMbl

I'Db — remarosnuedanuyeckuit 6aprep

JKCM — nedunut Kuciion chuHroMueTmHa3bl

JUIKJI - neunit TM30COMHOM KUCIIOM JTUTIA3h

KT — xommbroTepHast Tomorpadus

KTBP - komnbsrorepHas Tomorpadusi BBICOKOTO pa3perieHus

JIIIBII — nunonpoTenabl BBICOKOW INIOTHOCTH

JIITHII — numonpoTren bl HU3KOM IIJIOTHOCTH

JITTOHIT — numonpoTenibl O4eHb HU3KOM TIOTHOCTH

JIBH — nu3ocomHble 601€3HU HAKOTIIICHUS

MHO — mexayHapoIHO€ HOPMAJIN30BaHHOE OTHOLIEHHE

MPT — marHuTHoO-pe30HaHCHas ToMorpadus

TMC — TtaneMHast Macc-ClIEKTPOMETPHS

Y31 — ynpTpa3ByKOBOE UCCIIEI0BAHUE

O3T — depmeHTHas 3aMeCTUTENIbHAS TEPATTUS

[HHC — ueHTpanbHas HEpBHASI CUCTEMA

9T — snektposHuedanorpadus

Lyso-SM (ot anri. Lyso-sphingomyelin) — nu3ochunromuenin
Lyso-SM509 (ot anri. Lyso-sphingomyelin-509) — nu3ocdunromuennn-509
MCH (ot anri. Mean corpuscular hemoglobin) — cpenHee cogep:kanue reMorio0uHa B 3pUTPOLIUTAX
MCYV (ot anri. Mean corpuscular volume) — cpemaauii 00beM d3pUTPOIIUTOB
OMIM (ot aurm. Online Mendelian Inheritance in Man) — npoekT «MeH/eneBCKOe HacaeI0BaHNE Y

YCIO0BCKa»



SMPDL1 (ot aura. Sphingomyelin phosphodiesterase) — ren chunromuenuadocdoauscrepassr 1,

KOTOPBIN KOJUPYET KUCIYIO CPUHTOMUEIINHA3Y

TepMI/IHI)I H onmpeacjJcHus

JInzocoMHble 00/1€3HM HAKOIUIEHUS] — TPYNNa HACIEICTBEHHBIX MOHOTCHHBIX 3a00JIeBaHMIA,
CBSI3aHHBIX C HApyLUIEHUEM (YHKLIUH JIU30COM.
@epMeHTHAs 3aMeCTHTEIbHAA TePANusa — JICUYCHUE, 3aKII0YAOIIEecs] B I0)KU3HEHHOM BBEICHUU

npemnapara (peKOMOMHAHTHOTO (PepMEHTA) MAllMEHTaM C HACJIEJCTBEHHBIM Je(eKToM MeTabon3ma.
1. KpaTrkas nadopmanus no 3a060/1eBaHUI0 WIH COCTOSIHUIO (TpyIme
3a200J1eBaHUI UJIM COCTOSIHUM)

1.1 Onpenejenune 3a00JeBaHNs WJIN COCTOSHNSA (rPYHNbLI 3200J1eBAHNNA HJIM COCTOSTHMI)

BoJse3sns Humanna-Iluka Tuna A, B, A/B (nepunur xkucsoi chuaromuesnuaszsl, OMIM:
# 257200 (BHII-A), # 607616 (BHII-B)) — penkoe HaciieZICTBEHHOE HAPYIIICHHE OOMEHA BEIICCTB U3
IpyHIbl JIN30COMHBIX Oosie3Hel HakoruieHus (JIBH), mpu koTopoM u3-3a naToreHHbIX BApUaHTOB I'eHa
SMPD1 BO3HHMKaeT CHM)KCHHE aKTHBHOCTH (epMEHTa KHUCJIOW CPUHTOMHEIHWHA3bI, MPUBOJAIIEE K
HAKOIUICHUIO C()MHTOMUEINHA U IPYTHX JIUIIUOB B OPraHax U TKaHSAX: B IICUEHH, ceJIe3eHKE, KOCTHOM
MO3Te, JIETKHX, TUM(AaTUIECKUX y3/1aX U LIEHTPaIbHOW HEPBHOW CHCTEME.

Knuanueckn Bwimenstor Tpu (opmel 3aboneBanus: A, B u A/B. HaumbGonee uacteimu
npuszHakamu BHII-A sBisitoTCs rematocrijieHoOMerainus B MJIQJICHUECTBE, 3aJiepkKa (U3UIECKOTO U
TICHXOMOTOPHOT'O Pa3BUTHS TOCTIE Bo3pacTa 6 MECSIEB, a 3aTeM PErpecc M morepsi mpuoOpPEeTEHHBIX
HABBIKOB BCJIEJICTBUE MPOTPECCHUPOBaHUS 3a0oneBaHusl. Takke OMUCHIBAIOT YacThIE PEeCIUPATOPHBIE
MH(DEKIHN U IbIXaTeNbHyI0 HelocTaTrouHoCcTh. BHII-B 00b14HO nposiBisieTcs mo3xe u B 0oJiee MITKon
(dhopme, TIIaBHBIM OTJIMYUEM SIBJISIETCSI OTCYTCTBUE TTOPAXKEHUS IIEHTPATILHOW HEPBHOM CHCTEMBI UJTH €€
MUHUMalbHOE BoOBieueHHe. Y mamueHtoB ¢ bBHII cMemanHoro tunma A/B  Habmogaror
MPOMEXKYTOUHYIO KIMHUYECKYIO KapTUHY U KpoMe XapakTepHbix aisi BHII-B cumntomoB xapaktepHo
HaJM4Me B Pa3HOM CTENIEHHU BBIPAKEHHOCTH HAPYIIEHUH CO CTOPOHBI LICHTPAJIbHON HEPBHOM CHCTEMBI,
KOTOpBIE HE SBJISIOTCS CTOJb TSDKEIBIMU U ObICTponporpeccupyromumu kak npu BHIT-A.

1.2 JTHoJ0rus ¥ narorese3 3a00/JeBaHHUs MW COCTOSIHUA (TPynnbl 3200JeBaHUI WM

COCTOSIHMIA)

bonesnp Humanna-Iluka Tuna A, B, A/B (anedunut kucnoi cuHrOMreTmHa3bl) HACIeayeTCs

10 ayTOCOMHO-peIlecCCUBHOMY THITy. Hanmnune OnamtensHbIXx BapuaHToB reHa SMPD1 mpuBoaut k
3HAYUTEIBHOMY CHI)KCHHIO aKTMBHOCTH KUCJIOW cuHTOMUenuHasbl [1]. DToT dpepMeHT HEOOX0aUM
LI MIOAACPIKAHUA KIICTOYHOI'O roMeoCTaza W MPUHHUMACT y4aCTUC B JCTpadalilud U 06HOBJI6HI/II/I

MemOpaH. CpuHromMmuenun — cyocTpaTr ¢pepMeHTa — SBJISETCS OAHUM W3 OCHOBHBIX KOMITOHEHTOB



KJICTOUHOM MeMmOpansl. [Ipu pacnane chunromuenuna oopasyrores pochoxomun u nepamu [2], [3],
[4]. CHmxeHMEe aKTUBHOCTH KUCIIOW CUHIOMUETMHA3BI TPUBOAMT K HAKOIUICHUIO CHUHTOMHETHHA U,
KaK CIIE/ICTBHE, K MOSBICHUIO HATPYKCHHBIX JUIMHUIAMHU KJIETOK — OOBIYHO ATO Makpodaru, oJHaKo
MOpaXEHHIO MOJIBEP>KEHBI U Apyrue cnenududeckue kiaeTku [5]. [leHucTsie KIeTKu NpUCYTCTBYIOT B
KOpe HaJIIOYEYHUKOB, MEUYECHU, CEJIE3CHKE, NBIXaTEeJIbHBIX MYTAX, JUM(ATHYECKUX Y3JIaX, KOCTHOM
mosre [1]. Haumbosee paHHee M BBIPOKEHHOEC HAKOIUICHHE C(HUHTOMHUEIMHA HAOI0MaeTCs B
Makpodarax MeueHu, CeNe3eHKH, JIETKMX U KOCTHOro mo3ra. Hakorienue cuHroMuennHa Takxke
OTMEYEHO B JAPYrHMX THUMNAaxX KIETOK.: remarouutsl u kieTku Kymdepa, ¢ubOpobmactbl KoxwH,
SHIOTEIMATBHBIC U TJIaIKOMBINICYHBIE KIIETKH COCYIOB, KJICTKU NepuHeBpusi, [IIBAHHOBCKHE KIIETKH,
Heiitpopuasl [1]. Pexe mopaxkeHHbIE KICTKH OOHAPY)KHBAIOT B CIM3HCTBIX M IMOJCIU3UCTHIX
000I104KaX, TOHKOM U TOJCTOM OTJAeNaX KHIIeYHHKa. Harpy:keHHble TUMUIaMHU KJIETKH B KOHEUHOM
uTore HeyHKIIMOHAIBHEI U orudator [1], [5], [6].

I'en SMPD1, xomupyrommii KUCITylH0 COUHTOMHUEIHWHA3Y, JIOKAIM30BAaH B XPOMOCOMHOM
obnactu 11p15.1-p15.4. B Hacrosimiee BpemMsi B MEXAYHAPOAHBIX 0a3ax MyTalluii yeloBeKa OMHCAHO
oko0s10 400 marorennsix BapuantoB reaa SMPD1 [7], [8].

1.3 DnuaeMuo0rus 3a00J1eBaAHUA WM COCTOSIHUS (IPYINbI 32001€BaAHNIE MM COCTOSIHHH)

bonesnp Humanna-Iluka tuma A, B, A/B (me¢unur kucioil cHuUHroMHENHHA3bI) — 3TO
MAHA3THUYECKOE YIbTpapeaKoe 3a00JeBaHMEe, YaCTOTa KOTOPOIO0 B MHMPE OLIEHMBAETCS MPUMEPHO B
1:100 000 - 1 000 000 HOBOpPOKEHHBIX. B onpeneneHHbIX 3THUUECKUX IpyMIax Habmogaercs 6omnee
BbICOKas yactota - 1:40 000 [2-5].

Cpenu eBpeeB-alllkeHa31 4acTOTa HOCUTEIHCTBA OIEHUBAeTCs B uara3one ot ~ 1:100 go 1:200
Ha OCHOBE CKpMHHMHIa Ha HajiMuyue naTtoreHHslx BapuanToB BHII-A, pacmpocTpaHeHHBIX B 3TOH
nonynasnuu. Tak, MporHo3upyemasi yacToTa 3a00JIeBaHHs Cpeld €BpeeB-alllKeHa3H COCTaBISIET OT ~
1:40 000 mo 1:200 000 [9, 10].

B nacrosimee BpeMst mpezmnoiaraeTcs, YTo HeCKoJbKo Thicsid narmenToB ¢ BHIT tuma A, B u
A/B MOTyT IpOXHBaTh BO BCEM MUPE, UCXO/IS U3 KOJIMYECTBA YK€ AUarHOCTUPOBAHHBIX cirydaes [11].

Hannbie o yacrote BHII tuma A, B u A/B B Poccun Ha JaHHBII MOMEHT OTCYTCTBYIOT.

1.4 Oco0eHHOCTH KOAUPOBAHHUSA 3200J€BAHMSA WJIH COCTOAHUA (rpyvnnbl 3a00JeBAHUN WM

cOCTOSAHUI) 1m0 MeXIVHAPOIHOH CcTaTHCTHYECKOM KJaccupukanum 00Jie3Hel U NpoodJeM,

CBA3AHHBLIX CO 310POBbHEM

MKB-10: E75.2 — JIpyrue cUHTOIUIHI03BI
MKB-11: 5C56.0Y

1.5 Knaccudukanus 3a001eBaHus WIH COCTOAHNSA (TPyHIbI 32001eBAHUNA HJIH COCTOSHUI).




bonesnp Humanna-Iluka Tuna A, B, A/B nmu nedunut kucnoit chunromuenunassl (JJIKCM)
— XPOHHUYECKOE MPOTPECCUPYIOIIEe MYJIbTUCUCTEMHOE 3a00JIeBaHUE C BapPbUPYIOIIMM CPOKOM
MaHU(peCTaIlM OT MIIAJICHYECKOrO BO3pacTa JO B3pPOCIOT0 U TeTEPOTEHHOCTHIO KIMHHUYECKHUX
MPOSIBJICHUH OT MATKOH J0 TepuHaTalbHO-JIeTanbHOM (opmer [2, 3, 4]. B 3aBucumoctu oOT
KJIIMHUYECKOTO TeYCHHUSI BBIACISAIOT 3 THIa 3a00JIeBaHuUs
e bose3nbs Humanna-Iluka Tuna A — uHdaHTHIBHAS HEeipoBUCLIepaibHas (hopma;
e bonesnbs Humanna-Iluka tTuna B — xponundeckas BucuiepanbpHas hopma;
e bonesns Humanna-ITuka tuna A/B — xpoHudeckasi HeipoBUCIEpaTbHAS WM TPOMEKYTOUHAS
¢dbopMa, coueTaeT KIMHUYECKHE MTPOSIBICHUs TUIIOB A u B.
1.6 KunHnuyeckas KapTHHA 3200JIeBAHUS WM _COCTOSIHUSL (rpynnbl 3a00J1¢BaHMN _WJIH

COCTOSIHMiA)

Boaesns Humanna-Iluka tuna A (BHII-A) siBnsercs Hanbomnee Tspkenoi popmoit nedummra

KHCIION C(UHTOMHUEIIHNHA3BI. Xapakrepusyercs TSKEJBIMU IIPOrPECCUPYIOLIUMHU
HEHUPOJECTEHEPATUBHBIMU  NPOSIBJICHUSMM HA  IIEPBOM  TOJNy JKM3HM B  COYETaHUH C
rernaTocIuIeHOMErailei, OCTAaHOBKOM pa3BUTHS, TUIIOTOHUEN U CMEPTHIO, KaK MPaBUIIo, K 3-JIETHEMY
Bo3pacry [12, 13].

Jna BHII-A  xapakTepHO pa3BUTHE TIe€NaTOCIUIEHOMETAJIMM B MIAJEHYECTBE, IOTEPA
IICUXOMOTOPHBIX HABBIKOB I0OCJIE 6-MECAYHOIO BO3pAcTa, HAJIMYME U3MEHEHMM MAaKylbl 110 THUILY
«BUIITHEBOM KOCTOUKM [3, 4]. YV OOJBIIMHCTBA ACTEH pa3BUBAETCS IreMaTOCIUICHOMETaINs B BO3pacTe
2-4 Mecs1eB, 3a KOTOPO CIIeIyeT MOSBICHHE HEBPOJIOTHYECKIX CUMIITOMOB B CpPEHEM B Bo3pacte 7
MmecsueB. [IpakTuyeckn y BcexX MAlUMEHTOB HaOMIOAeTCs CUMOTOMOKOMIUIEKC «BSUIOTO peOEHKay,
0eCrOKONCTBO, TPYJHOCTH BCKapMIIMBAaHUS, WHOT/Ia TOIIHOTA, pPBOTa, AHapes, OeclpUYMHHbIE
MOBEMBl TEMIIEpATyphl, PECHUPATOPHbIE HApPYIICHUs, HapylmleHHs cHa. Bo3MOXXHO pa3BuUTHE
SNWIENTUYECKUX MPUCTYNOB, HUCTarM M CHUXKEHHE OoCTpoThl 3peHus. K 10 mecsiiam craHoOBUTCS
3aMeTHa OCTaHOBKA IICMXOMOTOPHOTO PAa3BUTHS, a 3aT€M BO3HHKAeT OBICTPO MPOrpeccUpyrolee
YXYALIEHUE TICUXOPEYEBOr0 U JIBUraTEIbHOIO Pa3BUTHS. MEPECTAIOT yAEP/KUBATh I'OJIOBY, CUAETh U
CaMOCTOATENILHO TiepeBopaunBatbes [13]. Ha BTopoM roay »ku3HH peOCHKAa CTAHOBUTCSI OUEBHIHON
BbIpaKEHHasi OETKOBO-dHEpreTHYecKas: HEeIOCTAaTOYHOCTh U 3aJiepKKa pocTa. B TepMHHAIBHBIX
cragusax 0ose3Hu (popMUPYIOTCS CACTUYHOCTD BIUIOTH J0 OMMCTOTOHYCA, OyIb0apHbIe HAapyIIEHUs,
MCYE3aI0T CYXOXHWIIbHBIE peduekchl. JlereHepalust Makylbl MO THIY «BHMIITHEBOM KOCTOUKM»
oOHapyKHBalOTCS y OOJBIIMHCTBA MAalMeHTOB K 12 mecsuam. MHorma BcTpeuaeTcst MoMyTHEHHE
POTOBUIIBI U KOPUYHEBATHIA OTTEHOK MepeaHel Karcyibl XxpycTanuka. Ci1abocTh MBI, HApyIIEHHE
cocanust, HapymeHust co ctoponbl JKKT npuBoasT kK OTCTaBaHUIO B (PU3UYECKOM Pa3BUTHU. Y BCEX
MJIaJIEHLIEB PA3BUBAIOTCS MPOTPECCUPYIOLINE PECIUPATOPHBIE CUMIITOMBI W3-3a HAKOIJIEHUS KJIETOK

Humanna-IIvka B abBEONSIPHBIX MEPEropojKax, CTeHKax OpOHXOB U ImieBpe. Taxke pa3BUBAIOTCS
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qacTble pecupaTopHble HH(EKINH, KOTOPHIE SBISIOTCS IPUIUHOMN TSKEIBIX OCIO0KHEHUH CO CTOPOHBI
OpOHXOJIETOYHOH CHCTEMBI, BKIIOYas JbIXaTEIbHYI HeIOCTaTOYHOCTh. OOBMHO HabIrOmaeTcs
MAacCHBHAasi TIeNaTOCIUICHOMETaius, M Yy OOJNBIIMHCTBA MALMEHTOB OTMEYAIOT 3HAYUTEIHHOE
HapyuieHne (QyHKuMi neyeHu. AHOMajbHbIe Ja0OpaTOpHbIE MOKa3aTelid: BBICOKAS AKTUBHOCTh
neueHouHbIX TpaHcamuHas (AJIAT, ACAT), Hu3kuil ypoBeHb XOJIECTEPHHA, TUIOMPOTEUIOB BHICOKOM
wiotHocTu (JITIBIT) u cHbKeHHE reMOTI00MHA U KOJIMUYECTBa TPOMOOIUTOB [4].

Boae3ns Humanna-Iluka Tuna B (BHII-B) moxer manudectTupoBars Kak B JI€TCTBE, TaK U
BO B3pociioM Bo3pacte [1, 2, 4]. [IposiBnenus 3aboneBanus npu bHII-B knmHUYecky reTeporeHHsl: OT
0€eCCHMITTOMHOI'O T€UEHUS 10 BOBJICYCHHSI HECKOJIBKUX CUCTEM OpraHoB. CTeneHb MporpecCupoBaHUs
3a00JIeBaHUS TAK)KE€ MOXKET 3HAYMTEIHLHO BapbUPOBATh.

K xi1roueBbM TpoOsiBIEHUSM 3TOH (DOpMBI 3a00JI€BaHUSI OTHOCSTCS TEMATOCIUICHOMETaus,
3a/lepkKa  (U3MYECKOTO PA3BUTHUS, CIM3UCTO-KOKHBIA T'e€MOPpAarduecKHii CHHIPOM, a TakKke
(yHKIIMOHATIBHBIE PACCTPOMCTBA JBIXATENBHOM CHUCTEMBI, BBIPAXKAIOMIMECS MOBTOPSIOIIUMUCS
pecnupaTopHbIMU HHPEKIUAME U OABIIIKOM [3].

CrneHoMeranus SIBJISIETCSL OJHUM M3 HanmOoJiee paclpOCTPaHEHHBIX IMPOSBIECHUN 00Jie3HU
(otmeuaercs y 6onee 90% manMeHTOB) U MpeEACTaBIseT co00il paHHUN AUATHOCTUYECKUN MPHU3HAK.
CUMIITOMBI  CIUICHOMETAJIMH BKJIIOYAIOT 00Jb, YYBCTBO CHABJIEHHOCTH W UYYBCTBO OBICTPOTO
HaceleHus. CrijieHoMeranusi MOKeT HOCUTh MAacCHBHBIM XapakTep (IIPEeBBILIEHHE HOPMAaJIbHOTO
pazmepa Oosiee uem B 30 pa3), Ipu ITOM YCHUIIUBAETCS PUCK pa3phiBa U MOTEHIIMAIIEHO CMEPTEIHHOTO
KpoBoTeueHHs. CIUIEHOMEraiuss MOXeT CIYXUTb MapKepoM TsDKeCTH 3a0oJjieBaHMsS M3-3a €€
KOppEesLUY ¢ APYTUMHU IPOSIBICHUSAMU 3a00eBanus [4].

[TopaxkeHusi Me4eHHU CBS3aHBI C HAKOIUIEHMEM C(UHIOMMENTMHA B TENaTOLMTaX U KIEeTKax
Kyndepa u nuchyHkiueil neueHu, KoTopas MOXKET MporpeccupoBarb 10 (pulpo3a U NnedyeHOYHOH
HegocTatouyHOCTH. bonee yeM y 70% manueHToB oTMmeuaercsa renaromeranus. Y 88% manueHToOB
oTMeyaeTcst GuOpo3 NeueHH, B TOM YHCIe MUHUMAIbHOM, JIETKOH U YMEPEHHOH CTENEHU TSKECTH, U
nuppo3 nedeHu. Bspocneie manuentsl ¢ BHII-B mojBepeHbl 3HAYNTENBHOMY PHUCKY DPAa3BUTHS
Mppo3a IME4YeHH, TMOpTaJbHOW TUNEPTEH3UMH U BAPUKO3HOTO KpoBOTeueHHs. Bo3MoxHO
IIPOrPECCUPOBAHNE TeNaTOMEraiid B LUPPO3 IE€YEHH, IPU 3TOM CYLIECTBYET PHUCK Pa3BUTHUSA
NopTanbHOU TunepTeH3un U acuuta. ¥ 50-75% nauueHToB oTMevaeTcst HapylieHne QyHKIMY eYeHU
(06p1yHO 0TMeuaeTcs nosbleHne akTuBHOCTH AJIAT u ACAT u koHneHTpanuu ounpyOrHa).

C BO3pacTOM y MAlMEHTOB YaCTO YXY/IIAETCs JIETOYHAs (YHKIMS W3-3a allbBEOJISIPHOM
MHOWIBTPALUU, YTO KIMHUYECKH CTAHOBHUTCS 3aMETHO B MOJPOCTKOBOM BO3pacTe WM IOCIe
HACTYIUIEHUS COBEpLIEHHOJETHS. HakomieHne B albBEOISPHBIX IEPErOPOJIKAX KIETOK, HAIPYKEHHBIX
JUNUJAaM{, BBI3BIBAET MHTEPCTULHANbHBIE MOPAKEHUS U HapylleHHue razooOMeHa. Y HEKOTOpBIX
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NOHMXEHHBIH ypoBeHb PO2, nbIXaTenbHYI0 HEIOCTaTOYHOCTh MPHU HArpy3kax, OpPOHXOIHEBMOHUU U
pa3BuTHE JIerouHoro cepaua. [Ipu3Haku MHTEpCTHIMATBHOM O0JIe3HN JIeTKUX HalnronatTes y Oonee
yeM 80% ManueHTOB MO JaHHBIM peHTreHorpaduu TPYAHON KIETKH M KOMIBIOTEPHON TOMOrpaduu
BbIcOKOTO paspemieHus (KTBP).

TpomOouuTONEHUs ABISIETCS XapaKTEpHbIM KIMHUYECKMM IpOsBICHHEM (OoTMeuaercs Oojee
yeM y 50% nanueHToB). AHemus, neiikonenus passusaetcs y 20-30% nanuenTos. [lanineHTsl nMer0T
BapHadeNbHYI0 CTENEHb TPOMOOIMTOIIEHUH, JIGHKOTIEHUH U aHEMHHU. DIH30/b1 KPOBOTCUCHHUI MOTYT
BKJIIOYATh MOBTOPHBIC SIU30/bI HOCOBBIX KPOBOTECUCHMM, a TAK)KE PA3BUTHCSA B PE3YJIBTATE TPABMBbI
WIA B IOCJEONEPAlMOHHOM Iepuojie (Hampumep, Iocie CTOMaToloruyeckoi omepauuu). bosee
TSKEJbIEe KPOBOTEUEHUS BKIIIOYAIOT CyOypalIbHYIO0 TEMAaTOMYy, TeMaTeMEe3UC U TEMOTOPaKC.

VY GONBIIMHCTBA MAIIEHTOB OTMEYAIOTCS OOJIb B CIIMHE, KOHEYHOCTSIX WM CyCTaBaX, a TaKxkKe
3aJiepaKKa pocTa. 3a/iep’Kka pocta Haubosiee BhIpakeHa y MOAPOCTKOB, KOTOPbIE TAK)KE MOT'YT UMETh
OTCTaBaHUE KOCTHOTI'O BO3pPAacTa, COOTBETCTBYIOIEE OTCPOUKE HAa4ajla II0JI0BOIO CO3PEBAHMUS.

VY OoyIbIIMHCTBA TMALMEHTOB HAPYUICH JUMUIHBINA Mpoduias (YyCTONUMBBIA HU3KUKH ypOBEHBb
JIIIBII y nanueHToB m1000ro Bo3pacTa Ha (OHE BBICOKMX 3HAUEHHUH OOIIET0 XOJIECTEPHHA,
TPUIJIMIEPUIOB, JIMIIONPOTEHI0B HHU3KOM IwioTHOCTH (JITTHII) M AMmonpoTengoB OdYeHb HHU3KOM
wiotHocty (JITTOHIT)). AteporeHHsiii mpoduiib, BEPOSITHO, CIIOCOOCTBYET MOBBIMICHUIO CEPACYHO-
cocyamcToro pucka [1].

BbiiensiioT oTA€1bHO IPOMEXKYTOUHYIO hopmy 3a0oseBannss — bosesus Humanna-Iluka
THna A/B, npu koTopoil HaOIIOAAIOTCS COMaTHUYECKUE MposBieHHs, xapakTepusle mis BHII-B u
OIMCaHHbIE BBIIIE, B COUETAHUH C HEBPOJIOTMUECKUMHU HApPYIICHUSAMH, 1151 KOTOPBIX XapakTepHo Ooiee
MO3/IHEE HavajIo U MeIJIeHHOe MporpeccupoBanue o cpaBHeHuo BHII-A [4, 15]. ¥ nanueHTOB MOXKET
Ha0JII0/1aThCS AeTeHepalys MaKyJbl 110 TUITY «BUITHEBOW KOCTOUKW» U nepudepuyeckas HelponaTus
[3, 4, 14], mpu Oosnee THHKEIOM TEUYEHHH — MBbIIICYHAS THIIOTOHHS, AaTAKCHUs, CIACTUYHOCTh M

CHM)KEHHE KOTHUTHBHBIX (DYHKIINH.

2. /ImarHocTtuka 3a00j1eBaHUs WM COCTOAHMA (rpynnbl 3a0oJieBaHMHA MJIHM
COCTOSIHUM), MEeIULUHCKHE NOKA3aHUA U NPOTHBONOKA3AHUA K NPHUMEHEHHIO

METOA0OB INATHOCTUKH

Obpawaem 6HUMAaHUe, UYMO, CO2NACHO MPebOBAHUAM K paspadbomKe KIUHUYECKUX
PpeKoMeHOayull, K Kaxrcoomy me3ucy-peKxomeHoayuu Heooxooumo yKazvléams CUILy PeKoMeHOayull u
00KazamenvbHyro 6a3zy 6 COOMEemcmaul Co WKAAAMU OYEeHKU YPOBHS 00CMOBEPHOCMU 00KA3amMeNbCme
(V) u yposusa yoeoumenvnocmu pexomenoayuii (YYP). [na muoecux meszucoe YVP u VI 6yoem
HU3BKUM 1O NPUYUHE OMCYMCMEUS NOCBAUJEHHBIX UM KIUHUYECKUX UCCIe008AHULL BbICOKO20 OU3AUHA.

H€63Upaﬂ Ha 5mo, OHRU A6JIAIONICA HEO0OX00UMbIMU  DJleMeHmamu  00C1e0068aHUS nayuerma ons
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VCMAHOBNeHUs OUACHO3A U 8b100PA MAKMUKU JIeYeHUsL.

Juarnoctuka Ooniesnn Hwumanna-ITuka tuma A, B, m A/B ocHoBaHa Ha KOMOWHAIIMH
KJIMHUYECKUX CUMITOMOB, JAHHBIX aHaMHe3a, JJabopaTopHOro oocnenoanus [4, 14].

Kputepun ycTaHoOBJIeHMSI [MarHo3a: CHIDKGHUE AaKTUBHOCTH (epMeHTa KHUCIIOH
C(MHrOMHUENMHA3BI B [IITHAX BBICYLIEHHOM KPOBH/ JIEHKOLIMTAX M HAJIMYKME OUaIeNIbHBIX aTOI€HHBIX
BapuanToB B rene SMPD1 npu Ham4uy KIMHUYECKUX CUMITOMOB.

2.1 7/Kaa00bLI 1 aHAMHE3

ITpu cbope anamHe3a U xkayo0 ciieayeT 0OpaTUTh BHUMAHUE Ha JII00bIE U3 CIEAYIOIINX IPU3HAKOB:
® OTATOLICHHBI CEMEHHBbIM aHaMHe3 (HaJu4Me CIUIEHPKTOMUM WM XapaKTepHBbIX IS
3a00J1eBaHUsl CUMIITOMOB Y POJHBIX OpaTheB U CecTep, MOATBEPHKACHHBIA UArHO3 Y OJIU3KUX
POJICTBEHHUKOB, Clly4au AETCKOW CMEPTHU B C€MbE, OJIM3KOPOJCTBEHHBIN OpaK);
e 3ajepkKa (U3NYECKOIO W/WIM ICUXOMOTOPHOIO DPa3BUTHS W/WIM yTpara paHee
MPUOOPETEHHBIX ICUXOMOTOPHBIX HABBIKOB;
e C11a00CTb, OBBIIIEHHAs! YTOMIIIEMOCTb;
e yBEIMYEHHE KUBOTA B pa3Mepe 3a CUeT CIUICHOMETAINU WU MenaToCIIEHOMETallu;
® YacThIe peCHMpaTOPHbIE HH(DEKINY;
® [IOBTOPSAIONIMECS KPOBOTEUEHHUS, HAIIPUMED, HOCOBBIE;
®  OBIIIKA, SMIU30/bl 3aTPYJHEHHOTO JIbIXaHMUS,
® [IPE/IIECTBYIOIAs CIUIEHAIKTOMUS (TIOJIHAS MM YaCTUYHAs).
XanoOb! n aHaMHE3 TaK)Ke ONMMCAHBI B pa3Jiele «KJINHUYECKasi KapTUHA.

2.2 duzukajabHoe 00cae10BaAHHE

B knuHMYecKuil OCMOTp ClleAyeT BKIIOYATh W3MEPEHHE POCTa U MAacChl Tela, TeMIepaTyphl
tena (A02.30.001 TepmomeTpust 00111as), OIEHKY COCTOSTHUS KOCTHO-CYCTaBHOM CUCTEMBI, BBISIBJICHHE
MPU3HAKOB TEMOPPAruuecKoro CHHApoMa, oopaias ocoboe BHuManue Ha naiabnatopaoe (A01.30.011
[Mampmanmst  tepaneBtudeckas) W nepkyropHoe (A01.30.016 Ilepkyccus TepaneBTHUYECKAS)
UCCIIeIOBaHKE NTEYECHHU U CeNIe3€HKU, HEBPOJIOTHYECKUI OCMOTP, UCCIIEIOBAaHUE JIBIXaTEIbHOM CHCTEMBI

[11-16].

IIpu ocmoTpe HeoOX0AMMO 00PATHTH BHUMAHKE HA CJIeAYHOIIHe KIHHUYECKHEe MPOsIBJICHUS

BHII Tuna A, B, A/B:

— CIUICHOMEeranus,

rernaToMeraimsi;

MBIII€YHAas1 TUITIOTOHUA,

3aj7iepKKa (PU3HMUECKOTO Pa3BUTHS;



— 3aJepiKKa CUXOMOTOPHOTO Pa3BUTHUS M yTpaTa HAaBBIKOB — 0C000 BBIpaYKEHA y TAI[UCHTOB C
BHIT tuna A, menee BwipaxkeHa ¢dopma y mnamuentoB ¢ BHII tuma A/B, yrpara HaBBIKOB Y

nanuenToB ¢ BHIT tuia B e HaGiaronaercs;

reMOpparu4ecKuii CHHIPOM;

OJIBIIIIKA;

YTOMIIICMOCTD,

JIereHepalysi MaKkyJybl IO TUITY «KPAaCHOW BULIHEBOM KOCcTOUKW» (xapakTtepHo juist BHIT tuna
A, pexe nipu ture A/B).
[Tonpo6HO naHHBIE PU3MKATIBEHOTO 00CIEJOBAHUS OIIUCAHBI B Pa3/ieie «KINHUYECKas KapTUHa.

2.3 JlaGopaTopHbIe IMATHOCTHYECKHE UCCIET0BAHNSA

. Pexomenayercst onpe/eneHne akTHBHOCTH KUCIION COUHTOMUENIMHA3BI B MSITHAX BHICYIICHHON
KPOBH WJIM JICUKOLIUTAX MEePUPEPUISCKON KPOBU BCEM MAIMCHTAM C KIMHUYCCKUMH MPOSBICHUSMA
BHII tuna A, B, A/B ¢ uenbto Bepudukaimu nuartosa [4, 17].

YpoBeHb yoenutesbHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — D)
KommenTapuu: npu noodospenuu nHa donesnv Humanmna-Iluxa muna A, B, A/B (Oedpuyum xucnoii
cpuneomuenunasvl) credyem npogooumb UCCIeO08anue aAKmusHocmu ¢epmenma. B nacmoswee
8pemMs onpedeleHue aKmueHoOCmu ¢hepmenma uawje NPOBOOUMCS NO NAMHAM CYXOU KpOBU C
ucnoavsoeanuem memooa maroemuou macc-cnekmpomempuu (TMC). Ilpeumywecmeamu OanHOuU
MemoOUKU AGIAIMCA MUHUMATIbHble Mpebosanus K 3a00py Kpou Ha ucciedosauue, 0ocmaske u
XpaHenuio 6Uooopaszyos, cneyupuuHocms, 6LICMPOMA GbINOTHEHUSL U BO3ZMONCHOCb UCNOTb308AHUSL
mamepuana 0Jist nO8MopHo20 ucciedosanus [4, 17, 18].

o PexoMenayercsi ompeselieHHe BapHAaHTOB T€HOB B 0O0paslie OMOJOTMYECKOTO MaTepuana
JIPYroM WM HEYTOYHEHHOM, HEKJIacCH(DHUIIMPOBAHHBIE B JIPYTUX PYyOpPUKax, METOJOM TapreTHOTO
BBICOKOIIPOU3BOJIUTENIPHOTO  CEKBEHHPOBAHMSI  W/MIM  METOJOM  BBICOKOIPOM3BOAUTEIHHOTO
CCKBEHHPOBaHUs (BBISIBIICHUE OMAIUICIIbHBIX MATOreHHBIX BapuaHToB reHa SMPD1) BceMm marpeHTam
¢ ximHnueckumu npossieHusiMu BHIT tuna A, B, A/B n/unu cHWKEHHON aKTMBHOCTHIO (hepMEeHTa
KHCIIOW COUHTOMHEIMHA3bl B KPOBU C IICJIBIO TOATBEPXJICHUS JHAarHo3a W YTOYHEHUS THIIA
3aboneBanus [17, 19].

YpoBensb yoenuteabHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — D)
KommenTapuu: uccrnedosanue npogooumcsi npu ycmanosienuu ouacnosa. Heobxooum npuem
(ocmomp, KoHCyTbmayus) pava-2enemuKka nepeudHblil U NOSMOPHBLLL C Yellblo ONpedeneHUs MaAKmMUKu
MONEKYNIAPHO-2EHeMUYEeCKOU — OUAZHOCMUKU, A makdxce O UHMepnpemayuu  NOaYYEeHHbIX
pe3yromamos. MonexynapHo-eenemuueckas ouasnocmuxa 6ones3nu Humanna-Iluka muna A, B, A/B

(Oedhuyuma Kucnoi cghuneomuenunasvl) no36015em OOHAPYICUMb KAY3AMUBHbIE GAPUAHMbL 2€HA
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SMPDL1. B psioe ciyuaes Ha ocHoBaHUU 2eHOMUNA BO3MOICHO NPOSHO3UPOBAHUE MAAHCECMU MeYeHUs.
oepuyuma kucnou cghuncomuenunazel [10]. B pedkux cayuasx xayzamusHvle eapuanmol He YOaemcs
0OHAPYHCUMb CIMAHOAPMHBLIMU  MEeMOoOdMU, MAK KAK OHU MO2YM NONA0amv NOO 02PAHUYEeHUs
Memooos, umo modcem mpebosams nposedeHUss QONOIHUMENbHBIX UCCIe008AHUN 8 1aD0PAMOpuUsX
9KCNEPMHO20 YPOBHSL.

° PexoMeHnayeTcsi BceM malnueHTaM ¢ KiuHHUYeckuMu mnposisaeHussimu BHIT tunma A, B, A/B
orpeesieHue KoHIeHTpanuu u3ochunromuenuna (Lyso-SM) B KpoBU 10 Havasia JICUCHUS U JIJIS
MOHHUTOPHHTA TEPAIUU U IPOrpeccupoBanus 3adoseBanus [4].

YpoBeHb yoenuTesibHOCTH pekoMeHaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — D)
KommenTapuu: 6 psioe ciyuaes onpeoenenue konyenmpayuu Lyso-SM u Lyso-SM509 6 kposu mooicem
ObImb  mecmom nepeoll IuHUU 00 NPOBEOeHUs UBMEPEHUs AKMUBHOCMU (hepMeHma KUuciou
chuneomuenuHazvl UL 8 COYemanuu ¢ HUM 0as ouacnocmuru oonesnu Humanna-Iuka muna A, B, A/B
(Oepuyuma xucnou cpuneomuenunasvt). Iosviwenue Lyso-SM509 6 kposu y nayuenmos ¢ BHII muna
A, B, A/B menee svipasiceno, uem npu BHII muna C.

° Pexomenayercsi BceM TalMeHTaM ¢ KIWHWYeckumu mposieienusmu bHIT tuma A, B, A/B
MpoBeJIeHUE 001Iero (KIMHUYECKOT0) aHalu3a KPOBU Pa3BEPHYTOro (MCCleA0BaHNUE YPOBHs 0OIIEro
reMOTJIO0MHA, SPUTPOIUTOB, JEHKOIIMTOB, TPOMOOLIMTOB B KPOBH, THU(PPEPESHIMPOBAHHBINA MOICUYET
JCHKOIUTOB (JIeHKouTapHas ¢opmyia), onpeaernenue cpeanero conaepxkanus (MCH) u cpenneit
KOHIleHTpauuu remornobuna B sputpouurax (MCHC), wuccnenoBanne CKOpPOCTH —OCEOaHUs
SPUTPOLIUTOB) JUIS OLIEHKH OCHOBHBIX IapaMETPOB KPOBETBOPEHHS C MEIbI0 CBOEBPEMEHHOTO
BBISIBJICHHSI QHEMHH, TPOMOOIIMTOTICHUH, JICHKONCHUH, HAJIUYHUS BOCHAIMTEIBHBIX TPOIECCOB H
KOHTpOJIs TeparneBTudeckoro a¢dekra [4, 17, 20, 37].

Yposenb yoenuresnbHocTn pekomenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: ucciedosanue npogoosm He pedice, uem 1 paz 6 3 mecaya unu yawje, no NOKA3AHUM.

YV 6onvwuncmea nayuenmos c 6oneswvro Humanna-Iluxa muna A, B, A/B (Oedpuyumom xucnoti

chuneomuenunasvl) HabarOOaemcs, mpomoOoOyumonenus, y HeKOMmopuvlX — aHeMus, JeUKONeHus u
Heumponeuus.
° Pexomenayercsi Bcem marnmentam ¢ mogo3pennem Ha BHII tuma A, B, A/B mpoBenenue

aHaMM3a  KPOBHM  OMOXMMHYECKOTOo  OOIIeTepaneBTHYecKoro  (OmpeieieHue  aKTHBHOCTH
allaHMHaMUHOTpaHc(depassl, acmapraTaMuHOTpaHcdepassl M menouHol ¢docdaraspl, onpeneneHue
ypoBHsS 0oO0mero OunupyOuHa, anmp0ymMHHA B KPOBH, XOJIECTEpHHA, XOJIECTEPUHA JUIOMPOTEHHOB
HU3KOMW IIOTHOCTH, XOJECTCPUHA JTUITOMPOTSHHOB BHICOKOW MJIOTHOCTH, TPUTJIHMIIEPUIOB B KPOBH), a
TaKke uccienaoBanue ypoHs 25-OH ButamuHa /| B KpOBH C LIENbIO BBISBIEHUS COOTBETCTBYIOIIMX
HapyUICHUH 1 CBOEBPEMEHHOW KOPPEKLUH, TIpoBeAeHus a1 depeHnnansHoi quarnoctuku [4, 20, 37,

38, 39].
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YpoBenb yoenuteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB — 4)
KommenTapumu: uccredosanue npogoosam ne pedice, uem 1 paz 6 3 mecaya unu uawje, no NOKA3AHUM.
Axmuernocmo «NEeYeHOUHBIX) pepmenmos (ananunamurnompancgepasol,
acnapmamamunomparcepasvl u weiounol pocghamasvl), a maxice oowul OUIUPYOUH MOCYym Oblmb
noevlulenvl y nayuenmos c o6onesuwvio Humawnna-Iluxa muna A, B, A/B (oegpuyumom xucnoii
cpuneomuenunasol). AHOMANbHBIN (AMEPOSEHHBIN) NUNUOHBIL NPOPUIL HACMO BCMPEedaemcs y
nayuenmos ¢ BHII muna A, B, A/B , naubonee uacmvimu OMKIOHEHUIMU SGIIOMCS NOBbIULCHUE
VPOBHS MpuIuyepuoos,u oowe20 xoiecmepuna, a makadice cHudiceHue yposHs xonrecmepuna JIIBIT
[4].

° Pexomenayercst BceM maryeHTaMm ¢ kiuHudeckumu nposisinenusmu bHII tunma A, B, A/B u
MpU3HAKAMU [HMPpO3a IE€YEeHW C TICYCHOYHON HEJ0CTaTOYHOCTHhIO HCCIEOBAaHUE IOKa3aTeseu
KOaryJiorpaMMmbl  (OpHEHTUPOBOYHOE HCCJIEIOBAHME CHCTEMBI T€MOCTa3a). aKTUBUPOBAHHOE
4acTUYHOE TPOMOOIUIACTUHOBOE BpEMs, OIpeNeleHHe MPOTPOMOUHOBOTO (TPOMOOILIACTHHOBOTO)
BPEMEHH B KPOBU WU B IUIa3Me, TPOMOMHOBOTO BPEMEHH B KPOBH, OIPENIECICHUE MEXIYHAPOIHOTO
HopManu3oBaHHoro otHomeHus (MHO), aktuBHoctu antutpomOuna III B kpoBu, ucciegoBaHue
ypoBHs ((MOPUHOTEHA, OTpee/IeHne KOHIEHTpanuu [[-nuMepa B KpOBHU) M HCCICAOBAHHUE YPOBHS
aMMHaKka B KpPOBH /I paHHEH MpOQUIAKTUKU MPU3HAKOB MEYCHOUHOW 3HIC(ATONaTUN U OLEHKH
byHkunu neyenu [4].

Yposenb yoenuresnbHocTn pekomenaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: ouoxumuueckue u cemamono2uyeckue OmrIOHeHUsl pACNPOCMPAHEHbl Y NAYUEHMNO8 C
BHII, nosmomy oannvie ucciedosanusi HeOOX0OUMbL KAK HA UCXOOHOM YPOGHe, MAK U C pe2YApHbIMU
uHmepeanamu npu Habarooenuu 8 ounamuxe. Hccinedosanus nposoosm ne pedice, uem I pas 6 3 mecaya
unu yaue, no NOKasaHusm [4].

o He pexomenayercsi B KayecTBE MEPBOM JIMHUW TUATHOCTHKU JETSIM C KIMHHYECKUMHU
npossieHusmMu BHIT tuna A, B, A/B mopdonornueckoe ncciegoBaHiue KOCTHOTO Mo3ra (IaTojioro-
AHATOMHUYECKOE HCCIICOBAHUE OMONCUIHOTO (OMEpalMOHHOT0) MaTepHajia KOCTHOIO MO3Ta) WU
neyeHu (MaToJIOr0-aHaTOMUYECKOE HCCIIeIOBaHWe OWOICHIHOTO (OTMeparmoHHOT0) MaTepHuaia
MIEYCHU) B CBSA3M HHBA3MBHOCTBIO MPOIICYPHI U BHICOKUM PUCKOM JIOKHOOTPHUIIATEIIHHBIX PE3YJIbTaTOB
[4].

Yposenb yoenuteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5)
KommenTapuu: vacmo smo ucciredosanue Hasnauarom 63poCiviM NAYUEHMAM NpU NOOO3PeHUU Ha
oHKoI02UYeCKUe 3a001e8anUsl 8 ClyYae HeoObACHUMOU ChaeHoMe2anuu. B kocmuom mo3zze nayuenmos
¢ BHII muna A, B, A/B modcno obHapyscums neHucmovle mMaxpogazu u/uiu, max Hazvleaemoie,
«2o1yovle eucmuoyumuoly. QOOHAKO d9Mu K1emKy Hecneyu@uuHbsl, NOCKOILKY OHU MAKHCe 6CMpedaromcs

npu dpyzux JAUB0COMHBIX OONIE3HAX HAakKonierus, maxKux Kak ()eqbuuum KUCAOU JUnasvl Uil
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eanenuo3udo3-GMI1 u opyeux cocmosnuax. Brewrnuii 6uo u ceoticmea OKpawuearus 3mux Kiemokx

MO2Yym npugoOUmMsb K HEGEPHOMY OUACHO3Y, MAK KAK, HANPUMED, CXOOHO MO2Ym 6blelil0emb «KIemKu

Towey [4].

2.4 HNHCTpYMeHTAJIbHbIE IMATHOCTHYECKHE MCCIe10BAHUS

o PexoMeHnayeTcsi BceM malnueHTaMm ¢ KiuHHYeckuMu mnposisiaeHussmu BHIT tuma A, B, A/B
MPOBEJICHUE  MAarHUTHO-PE30HAHCHOW  TOMOrpauu  OpPraHoB  OpIOIIHOW  IOJIOCTH  W/WIHK
yABTPa3BYKOBOT'O UCCIIEIOBAHUS OPTaHOB OPIOIIHOM MOJOCTH (KOMIUICKCHOTO) C IEIIbIO ONPEICIICHUS
HCXOTHOTO pa3Mepa/oObeMa OpraHOB M BBISBJICHHS HMX OYaroBbIX TMOPKEHHH MPH MMOCTAaHOBKE
JIMarHO3a, a TAKXKE C IEJIBI0 TOCIEAYIONIEr0 KOHTPOJISI COCTOSIHUSI BHYTPESHHUX OPTaHOB U OIICHKU
apdexruBHOCTH Tepanuu [4, 14, 17, 37].

YpoBeHnb yoenurenbHocTH pekomenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMmeHTapuu: npogederue 0anHbIX UCCIe008aHUL HEODXOOUMO OJisl ONPeOeseHUsl PA3MepOo8 NeueHu
U cene3eHKu, onpeoenenus OuamMempa 60POMHOL U CeLe3eHOYHOU 6eH, HAIUYUsL cmeamosd, (hubposa
U Yuppo3a neyeHu, Kaibyu@ukamos HaAONOYeUHUKO8, d MAaKice OYeHKU meyeHus 3a001e6anHus U
nocinedyrowezo KoHmpoaa 3¢gdexmusnocmu epmenmuoi 3amecmumenvHou mepanuu. Yacmoma
onpeoensemcs COCMosiHueM nayueHma, Ho He pedce 1 pasa 6 200 nocie ycmanosienus ouaznosa. s
KOHmMpOos d¢hghexmusnocmu pepmenmuou 3amecmumensrou mepanuu (P37T) uacmoma nposedenus:
1 paz 6 6 mecayes npu Hauanre mepanuu, oalee — & cpeoHem 1 paz 6 200. Hapxo3z nposooumcs no
NOKA3AHUAM (KOMOUHUPOBAHHBIU UHSANAYUOHHBLU HAPKO3 (8 MOM YUCie ¢ NpUMEHeHUeM KCEeHOHA),
KOMOUHUPOBAHHDBII YHOOMPAXEANbHBII HAPKO3).

° PexoMenayercsi maruentam ¢ kiuHuueckumu mpossieHusma BHIT tuma A, B, A/B
MPOBEJICHUE PEHTreHOTrpaduu JETKUX WM KOMIBIOTEPHOM ToMOrpaduu OpraHoB IPYAHON MOJIOCTU
TSl TUATHOCTUKY M KOHTPOJISE COCTOSIHUSA JIETKUX [4].

YpoBeHnb yoenuresbHocTH pekoMeHaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapum: npu Hanuuuu nopasxiceHus 1€2KUx uccied08aHus RPOBOOSIMCs 8 OUHAMUKE, YACmoma
onpeoensiemcs UHOUBUOYATLHO.

° PexomMenayercsi maruentam ¢ kiuHudeckumu mposieHusmMu BHII tuma A, B, A/B
uccienoBanre (PyHKIUM BHEIIHETO JbIXaHUs (MCCIeI0BaHHWE HECTPOBOIIMPOBAHHBIX JBIXATEIbHBIX
00BEMOB M MTOTOKOB) JJIsl OLEHKU (DYHKIIUH JieTKux [4].

YpoBeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: npu Hanuuuu nopaxjcenus 1€2Kux uccie008anus npo8oosamest 8 OUHAMUKe, 4acmoma

onpeoensiemcs UHOUBUOYATILHO

13



. Pexomennyercsa nanuentam ¢ BHII tuna A, B, A/B npu Hanu4yuu NpuU3HAKOB MOPTATBHOM
TUIEePTEH3UH, IPOBEIEHUE 330(haroracTpo1yoJ€HOCKOIIUH C IIEJIbIO OLIEHKH COCTOSIHUS BEH MUILEBO/IA
u xenynaka [40-44].

YpoBenb yoenuteqbHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH JI0KAa3aTeJbCTB— D).
KommenTapuu: uccredosarnue npogoosm y nayuenmos ¢ yuppo3om neyeHu, NpusHaKamu nopmaibHouU
2unepmeHsuU 01 OYeHKU CmeneHu 6apuUKO3HO20 pACUUPEHUS 6eH NUWEB00A U Y2PO3bl KPOBOMEUeHUs..
. Pexomennyetcst naruentam ¢ BHIT tuma A, B, A/B npu Hannuuu npu3HakoB puOpo3a neveHu,
NPOBEJCHUE  DJIACTOMETPUH  TEYCHH C  IEeJIbl0  KOHTPOJS  COCTOsSHHMS — meveHu  [4].
YpoBenb yoenuteqbHOCTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH J0KAa3aTeJbCTB— D).
KommenTapuu: osiacmomempus neuenu s615emcsi HEUHBA3UBHOU YIbMPA3EYKOGOU MemMOOUKOU
onpeoeiieHus NIOMHOCMU NAPEeHXUMbl neueHu. M3meHeHue NIOMHOCMU OpeaHa — O0OCMOBEPHbIU
UHOUKAMOP UBMEHEeHULl COCMOAHUS NAPEeHXUMbL NedeHU U NPOcPeccupo8anus Guoposa.

° Pexomennyercs nauuentam ¢ BHII tuma A, B, A/B npoBeaenue pentrenorpaduu KUCTeu u,
M Ha OCHOBAaHUHU IIOJNIyYEHHBIX pPE3yIbTaTOB, PEHTICHOACHCUTOMETPUU MOSICHHUYHOTO OT/elNa
MO3BOHOYHHUKA JIJIi OIEHKM KOCTHOTO BO3pacTa BBISIBICHHUS MPU3HAKOB CHIIKEHUS MHHEPATbHOMN
IUIOTHOCTH KocTHOU TKanu (BMD) [4, 34].

YpoBeHb y0eTUTEIbHOCTH peKoMeHAanuu B (YpoBeHb J0CTOBEPHOCTH I0KAa3aTeJIbCTB — 3).
KommenTapuu: oeoiinoe penmeenogckoe abcopdoyuomempuieckoe CKaHuposanue Oisi UsMepeHus:
MUHEpanbHo2o codepaicanus kocmuou mxanu (BMC) u munepanvroti niomnocmu KOCMHOU MKAHU
(BMD)  odemoncmpupyem, wmo y  Oemell  HAOMOOAEMCS — 3HAYUMENbHOE  CHUNCEHUE
cKoppekmupogantnozo cpeone2o BMC u BMD 6 noscnuunom omoene no360HOYHUKA, MA300e0peHHOM
cycmaee u uletike OeOpeHHOl KOCMU NO CPABHEeHUI0 C 2PYNNOU 300P08bIX Ul COOMEEMCmMEYIue2o
so3pacma. Kpome moeo, y é3pocavix ¢ BHII muna B mooicem dvimb ocmeonenusi uiu 0Cmeonopo3s 8
OOHOM UNIU HECKOJIbKUX MeCmax 6 coomeemcmauu ¢ kiaccuguxayuei BMD Bcemupnou opeanuzayuu
30pagooxpanenus [34]. Taxum obpasom, nopadxcenue ckeiema modicem Ovims npuznaxom BHIL
THayuenmor ¢ BHII muna B u A/B mozym noogepeamucsi NOBbLULEHHOMY PUCKY PA3BUMUS KITUHUYECKUX
OCIOJICHEHUl, CBA3AHHbIX ¢ ocmeonenueu u ocmeonopozom. /lemu ¢ BHII maxowce mocym umemo
HU3KUe nokasamenu Z-score niomuocmu xocmuou mxanu. Ilamonozuueckue nepenomvl Ovliu
3ape2ucmpupoB8aHsl y HEKOMOPbIX Ul ¢ maxceaou popmoii 3aboneeanus. B amoii cepuu uccredoganuti
v 43% 6cex nayuenmos 6 anamuese OblLiu 0OUH UNU OONlee NepeoMos CKejlemad, HeKOmopvle U3
KOMOpbIX 8 aHamHeze ObliU NAMONOSUYECKUMU. DMmu OaHHble CEUOemeNbCmEyIonm O MOM, 4mo
obcnedosanue ckenema, GKIOUAL OEHCUMOMEMPUI0 NOSACHUYHO20 Omoend HNO360HOYHUKA HA
OCHOBAHUU KOCMHO20 603pACMA, C YACMOMOU NPOGEOEHUs IMO20 UCCIe008AHUS, ONPEOensieMOll
pesyiomamamut U KIUHUYECKUM COCMOAHUEM NAYUueHmd, OOJHCHO OblMb UYACMbI0 KIUHUYECKO2O

oocnedosarnus nayuenmos ¢ bHII [4, 34].
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Pexomenayercs marmentam ¢ BHIT tuma A, B, A/B mposenenne snextpokapauorpadpun (OKI),
axoKapauorpapuu c EJTBI0 KOHTPOJIS COCTOSIHUS cepama [4, 21, 37].
YpoBenb yoenuteabHOCTH pekoMenanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB— 4).

2.5 UHble AMarHocTHYECKHe UCCIEI0BAHNSA

. PexoMenayercs nmanueHTaMm ¢ KiuHu4eckuMu mnposieienusmu BHIT tuna A, B, A/B mpu
MIOCTAHOBKE JMarHo3a MPUMEHSTh MEXIUCUUIUIMHAPHBIA MOAXOA B BHJY TOr0, 4TO 3a00JieBaHUE
XapaKTEepU3yIOTCsl NOPaKEHUEM MHOTIMX OpraHOB M CHCTEM, TpeOyeT KOMIUIEKCHOH Tepaluu, 4To
JHMKTYET He0OXOJAMMOCTh COBMECTHOTO BE/ICHHS MAlMEHTa CIICIHAINCTaMU pa3HbIX poduieii [4, 14,
16, 17, 20].

YposeHnb yoenuresbHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Kommenrapuu: nayuenmam ¢ BHII muna A, B, A/B mpebyemcs npuem (ocmomp, Kouncyibmayus)
8paua-ouemonoea, 8pava-Hesposo2d, 6paia-opmanbmonoed, 8pava-mpaeMamonoea-opmoneod,
8paua-kapouonoza/  8paua-o0emcko20  Kapouoiozd,  8payda-nyibMoOHON02d,  8PAYdA-CYPO0I02a-
OMOPUHONAPUH20NI02d, BPAYA-NCUXUAMPA, 8PAYA-NCUXUAMPA OEMCKO20, 8paAia-2acmpodnmepooad,
8paua-eemamonoca/ 8paia 0emcKo20 OHKOJ02a-2eMamonozd, epada-neouampa/ epava-mepaneema/
8paya odbwel Npakmuku (cemeuHo2o 8pava), 8paua-ceHemuKa nepeuyHvle U NOBMOpPHblE, Npuem
(mecmuposanue, KOHCYIbMAayus) MeOUYUHCKO20 NCUXO0N02ad NEPBUYHbIL U NOGMOPHBIU, A MAKHKCe
8pauell Opyeux cneyuaibHocmell, UMewWux onvlm gedeHus nayueHmos ¢ oonesnvio Humanna-Iluxa
muna A, B, A/B, 6 3asucumocmu om KIuHU4eckou cumyayuu. B orcusneyepooicarowux cocmosHusx
HeobXo0UMo yyacmue 8paya-aHecme3uo02a-peaHumamonosd.

2.5.1 InddpepenunaibHasi ANATHOCTHKA.

['enaTocruieHOMeranus sIBJIS€TCSl pacpoCTPaHEHHBIM CUMIITOMOM Y MAallMEHTOB ¢ 0OJIE3HBIO
Humanna-Iluka tuna A, B, A/B, npuuém nopakenne neueHu ocooenno Beipakeno npu bHII tumna B,
npuBoJis K Gpudpo3y u 1uppo3y. [loBeileHNe ypOBHS MEYEHOYHBIX TpaHCAMUHA3 HAa PAaHHUX CTaAMsIX
00JIe3HU YacTO SABJSETCS TIOBOIOM OOpallleHHs! MAUEHTOB K BpadyaM-TacTPO3HTEPOJIOTaM.

JuddepeHnmanbHbIil TUarHo3 MOKET BKIIOYATh OHKOJIOTHUYECKHE 3a00JIEBaHHS C y4ETOM
CIUIGHOMETaJIMH U LIUTONEHUHU, NEPBUYHbIC 3a00JI€BaHMs MEUEHHU, TaKhe KakK XUpoBas AUCTPOPUS
MeYeHU, ayTOMMMYHHbIe 3a0ojieBaHMsI, TenaTuT B W KPUNTOreHHBIH IUPPO3, a TaKKe Jpyrue
JIM30COMHBIE 0OJIE3HU HAKOIUIEHUS, BBI3BIBAIOIIME 3HAUUTENBHYIO T'€MaTOCIUICHOMETANINIO, BKIIOYas
6onesnr lome, nedunur nuzocomHoi kucmodt nwmnazel  (AJIKJI) u  BHIT Tunma C,
MYKOTIOJIMCAXapUI03bl.

®dokalbHbIe MOPaKEHUS MEYEHN U BHE3AITHOE YCUJICHHE CIUICHOMETaJIui MOT'YT yKa3bIBaTh Ha
MH(EKINIO UM Pa3BUTHE OPTAILHON runepren3un [17].
CMeranHasi JUCTUIHIEMHESI TAKXKe 4acTO HAOMI0OaeTcs y MalueHToB ¢ 6one3npio Humanna-

[Tuka Tuma A, B, A/B u MoxeT ObITh BBISIBIIEHA TIPH J1aOOPATOPHBIX 00CIeAOBaHUAX. JIUTIHIHBIN
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npoduiab OOBIYHO XapaKTepU3yeTCs TMOBBIMICHHBIMH YpoBHsAMHU xosiectepuHa, JITTHIT u JITTOHIIT
XOJIECTePHHA, TPHUIIIUIEPUIOB U CHIKeHHbIM ypoBHeM JIIIBIT xomectepuna [21-23]. Cxommsiii
JUTUIHBIN POQIITE MOKET HaOMI0qaThCs U PpH Aedunute Tu30coMHon kuciao aumassl (JIKJT).
Xots y HekoTopbhix mamueHToB ¢ BHII tuma A, B, A/B moryTr oTcyTcTBOBaTh pecrnupaTOpHBIE
CUMITOMBI, OOJIBIIMHCTBO HMEET HapylmeHus (YHKIUU AbIXaTeIbHOM CHUCTEMBI C IpHU3HAKaMU
MHTEPCTULUAIBHOTO 3a00JieBaHus JIeTKuX [24]. Y HEKOTOpPBIX B3POCIIBIX MAUCHTOB KIMHUYCCKHE
MIPOSIBIICHUSI MOTYT OTPAaHUYMBATHCA TOJBKO MOPAKECHHEM JIETKHX, pacimupsis AuddepeHInaIbLHO
JMarHOCTHUYECKUN MOUCK B CTOPOHY MH(EKIIMOHHBIX, ayTOUMMYHHBIX 3a00JIeBaHUN U XPOHUYECKUX
pecupaTopHbIX OOJE3HEH, TAKMX KaKk MyKOBHCIIUI03 [25]. 3aboneBanwus nerkux npu BHIT tuna A, B,
A/B  xapakTepH3ylOTCsi KOMIUIEKCOM IPOTPECCHPYIONMX IMaTO(PHU3HOIOTHIECKUX HW3MEHEHHUH,
BKJIIOYAsi HAKOIUICHHE JIMIHIOB B Makpodarax aibBEOJSIPHBIX IEPETOPOJOK, CTEHOK OpPOHXOB M
wieBpsl [26].

JuddepenunanpHas JMarHoCTUKA MPU MOPAXKEHUH JIETKUX U TeMaTOCTNIEHOMETAINY BKITIOYaeT
0O0JIBIIION CIIeKTp 3a00JIeBaHUM, TAKUX Kak 00Jie3Hb [ 'omre 2 u 3 Trma, MyKOBHCIIUI03, AePHUIHUT abda-
1 aHTUTPHIICHHA, THCTUOIMTO3, CapKOWJ03, MJIMOMATHYCCKUN JIETOUHBI (HUOPO3, ambBEOJSPHBIN
MIPOTENHO3, MUIIUAPHBII TyOepKyIie3 IErKUX U TeMOpparuueckue BaCKyIHUTHI.

2.5.2. Meauko-reHeTHYeCKOe KOHCYJIbTHPOBAHME M KOMILUIEKCHOEe Hcc/ieJoBaHue s
NMpeHaTAJIbHOI THATHOCTUKH HAPYIIEHUii pa3BUTHSA pedeHKa (MpeHaTaJabHasi IMArHOCTHKA).

. PexoMenayercsi ceMbsM ¢ moaTBepxaeHHbIM auarHo3oM BHII tuma A, B, A/B npuem
(0cMOTp, KOHCYJIbTAIIMs) Bpavya-reHeTHKa MEPBUYHBIA U MOBTOPHBIN C LEIbIO MPOBEACHHE MEINKO-
TeHETUYECKOro KOHCYIbTUpoBanus [4, 11, 14].

YpoBenb yoenurenbHocTn pekomenaanuu C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: eciu oba pooumens A61A10Mcs 2emepo3uUcOMHbIMU HOCUMENAMU NAMO2EHHbIX
sapuanmos 6 2ene SMPDI1, mo, xax u npu opysux aymocomuo-peyeccusuvix 3a001e6aHusx, O
Kax#coot bepemMeHHOCMU PUCK POHCOeHUsL pebeHKa ¢ Imum 3abonesanuem cocmasisem 25%. B cemusx,
20e ecmwv pebenok ¢ BHII muna A, B, A/B, cywecmsyem 603M0HCHOCIb NPOBEOEHUs: NPEHAMATbHOU U
NPeUMNIAHMAYUOHHOU OUACHOCIUKU (KOMNIEKCHOE UCCLe008aHue 01 NPeHaAMAIbHOU OUASHOCTUKU
Hapywlenutl pazeumus pebenka (6Hympuympo6Ho) u HeUuH8A3UBHOe NPEHAMANbHOe MecmuposaHue
(onpedenenue suexiemounou JIHK niooa no kposu mamepuy)).

Ilpeonoumumenvro nposeodenue ucciedosanus nymem auanuza /[HK, evidenennoti uz duonmama

gopcun xopuona, Ha 9-11-ii neoene bepemennocmu.

3. JleueHue, BKJIWYAS1 MeJUKAMEHTO3HYI0 M HeMeIMKAMEHTO3HYI0 Tepamnuu,
AUeTOTepanuo, 00e3001uBaHNe, MEIMIMHCKUE IOKA3AHUA M NMPOTHBONOKA3AHUA

K IPUMECHCHHIO METOAO0B JICHCHUA
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3.1 KoHncepBaTuBHOE JIeUeHHE

. PexoMenayercs HazHaueHUe (PepPMEHTHON 3aMeCTUTENbHON Tepanuu npenaparom A16AB25
Omunynaza anb(a MOKU3HEHHO NAIMEHTaM C MOATBEPKIECHHBIM JTHArHO30M JepHUIMTA KHCION
chunromuenunasbl Tuna A/B unu B (6osne3nn Humanna-Iluka tuma A/B nnu B), y KOTOpBIX IMErOTCSA
KIIMHHUYECKHY 3HAYMMBIE MTPOSIBIICHUS 3a00JICBaHUsI, HE OTHOCSIINECS K IICHTPAJIbHON HEPBHOM CUCTEME,
C LIEJIBIO TTATOTCHETHYECKOTO JICYCHUs (PeXHUM J103upoBanus cM. Tao. 1, 2) [27, 28, 30].

YpoBeHb yOequTEeILHOCTH peKoOMeH 1Al B (ypoBeHb 10CTOBEPHOCTH /10KA3ATEIbCTB — 2)
Kommenrapumu: [Ipenapam npeonasnauen 0is 6HympuBeHHO20 86e0eHUsl, KOmopoe nposooumcs 1 pasz
6 2 nHedenu. Uughyzuu npenapama ciedyem npogooums nO3ManHo, npeonoumumenbHo ¢ NOMOUWbIO
ungysuonnozco nacoca [31]. Onunyoasa anvgha npedcmasnsem cobou peKOMOUHAHMHYIO KUCIVIO
cpuneoMuenuHasy yenosexda, Komopas CHUMCaem HaKkonieHue chuHeOMUueIuna 8 Opeanax Nayuenmos
C HeOOCMAamouHbIM — KOAUHYeCMBOM UIU  HApyuleHuem  @QyHKyuu  epmenma —  KUCLOU
CuHEOMUETUHA3BI, U TEM CAMBIM YMEHbUEHUs. HAKONJIEHUsL COUHEOMUETUHA 8 KIemKaX U obnecuas
cumnmomvl 3a601esanus. Ha mexywuii momenm 3mo nepeas u eOUHCMEEHHAs NAMO2eHeMUYecKas
mepanus [32]. 3apecucmpuposannoe noxazanue oaunyoasei amvpa 6 Poccuiickoii Dedepayuu:
npuMeHeHue 8 Kavecmee pepmeHmozamecmumenvHolu mepanuu 0l OIUMENbHO20 Jle4eHUs.
NpOsIGNIeHUl, He OMHOCAWUXCA K YEHMPAIbHOU HepeHOU  cucmeme, Oeuyuma  KUCIOU
chuneomuenunaszvt muna A/B unu B (6onesnu Humanna-Iluxka muna A/B unu B) y oemeii u 63pocivix
[30].

Ilpumenenue ¢hepmenmnoti 3amecmumenvrou mepanuu npenapamom A16AB25 Onunyoasza
anvgpa npu BHII mune A He noxazano, maxk Kaxk npenapam He OKA3bléaem GIUSHUS HA
HeBPOI0CUYECKYI0 CUMNIMOMAMUKY 8 C853U C HEBO3MONCHOCbIO NPOHUKHOBEHUS Npenapama uepes
eemamosnyepanuveckuti bapwvep. Ilockonvky onunyoasa anvga e npedomsepawiaem u He OKaA3vléaem
appexma na cumnmomuvl co cmopounst LIHC, sadicho, umodvl cembu NAYUEHMO8 C He8POLOSUUECKOT
Gopmotl ObLIU NPOUHGOPMUPOBAHBL O DPUCKAX, NPEUMYUWECMBAX, OCPAHUYEHUSX U OMCYMCMEUl
appexma mepanuu na L[HC. B nexomopwix cmpanax cywecmseylom  NOKA3aHUs, NO3BOJSA0OUUe
NPUMEHSMb OUNYOA3Y Alb@a y 6cex NAYUEHMO8 ¢ 0ehUYUMOM KUCTOU CHUHSOMUETUHA3bI, BKIIOUAS
oemell ¢ UHGAHMUTLHOU HeUposuUcYyepalbHoU ¢opmoti (munom A).

Bvicmpoiii memabonuzm HaKONIeHHO20 CuHeOMUETUHA NOO Oelicmeuem oaunyoasvl anvgpa
npueooum K 00pa308aHut0 NPOBOCNATUMENbHBIX NPOOYKMOE PACnadd, KOmopbvie MOZYN 8bl3bl8aAmb
peakyuu, ces3aHuvie ¢ uMpysuel, u (Ui) KpamKospemeHHoe NOBblUleHUe YPOBHS «NEYEHOYHBIXY
mpancmunasz (AJIAT, ACAT). Peoicum nogvlutenuss 0036l MONHCEM MUHUMUSUPOBAMb OOIbUUHCIEO
IMUX HedcelamenbHblX AsNeHull. J[o3a npenapama paccuumuléaemcs ucxo0s u3 hakmudecKol Maccol
mena y nayuenmos ¢ uuoexcom maccvl mena (UMT) <30 uiu onmumanvHoi maccet mena Ojis

nayuenmos ¢ UMT> 30.
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Hauanvnas ooza onunyoasvl anvgha cocmaensem 0,1 me/ke 015 83poCcivix nayueHmos, a 3amem
003y credyem y8eiuuums 6 COOMEEMCMBUU C PEeHCUMOM NOBbIUEHUS 003bl, YKA3AHHBIM HUCE 6
mabauye 1. [loodepaicusarowas 003a onunyoasvl anvga y 63pocivix cocmasisiem 3 me/xe kaxcovie 2
Heoenu.

Taonuua 1. Pesicum nogvtuienus 003l 01unyoasvl anvha y 63pocivlx

B3pociele nannenTs! (B Bo3zpacTe =18 m1er)

ITepsag no3a (1eHs 1/Henes 0) 0.1 mr/xr*

Brtopas nosa (Beqens 2) 0,3 Mr/xr*

Tpetss 103a (Hegens 4) 0.3 Mr/xr*

UeTBepTas n03a (Hemels 6) 0.6 mMr/xr*

Ilatag moza (Hegemns 8) 0,6 Mr/xT*

Illectag nosa (Hegemns 10) 1 Mr/Kr*

Cenpmas no3a (Hemems 12) 2 Mr/KT™

Bocemas nosa (Hemens 14) 3 Mr/Kr* (pexoMeHIveMas HOIIePKIBAIOINAS 103a)

* Tlna nannedtor ¢ UMT < 30 OyieT HCHoabp30BaThes (PakTHYECKas MAcca Tella.

Hauanvnas 0oza onunyoasvl anvgpa cocmasisiem 0,03 me/xe Onsi nayueHmos 0emcKoz2o
6o3pacma, a 3amem 003y Cledyem YEeIuyums 6 COOMBEMCMBUL C PENCUMOM NOBbIUEHUS O003bl,
npeocmasieHuvim 8 maobauye 2. Iloodepacusarowas 0o3za onunyodassl anvgha y demeti cocmasisiem 3
Me/Ke kadicovle 2 Hedenu.

Taobauya 2. Pexcum nosviuienus 003vl 01unyoasvt anvgha y oemeit

Hetu (B Bo3pacte oT 0 10 <18 71e1)

IlepBas mo3a (zeHs 1/Hexent 0) 0,03 mr/kr*

Bropas no3a (Hezens 2) 0,1 mMr/kr*

Tpetbs mo3a (Hezens 4) 0,3 Mr/rr*

UeTtsepTasd no3a (Hexemrd 6) 0.3 mr/kr*

ITatas go3a (Hegeng 8) 0,6 Mr/KT*

ITecTas qo3a (Hegens 10) 0,6 mMr/kr*

Cenpmasn go3a (Hegems 12) 1 Mr/kr*

Bocemas jo3a (Heaens 14) 2 mr/kr*

JleBsTas g03a (Hemena 16) 3 Mr/kr* (pexoMeHIyeMasl OJIePKIIBAROIIAS 103a)

* Jns marmenTos ¢ IMT < 30 OyaeT ncnoik3oBaThea (pakTHdeckas Macca Teqa.

. He pexomenayercs nmpoBeaeHue cruieHdkromuu nanuentam ¢ bHIT tuna A, B, A/B ¢
NI TPOGUITAKTUKN OCIIO)KHEHUH CO CTOPOHBI IeueHu [4].

YpoBenb yoenutelbHOCTH pekoMeHaanuu C (YypoBeHb J0CTOBEPHOCTH J0Ka3aTelbCTB — 5)
KommenTapuu: nposedenue cnienskmomuu HeyenecoobpasHo, max Kak 3mMo Moxicem npueecmu K
npocPeccuposanulo 3a001e6aHusi NeYyeHu U YBeIUdeHUr0 HAKOMIeHUs CEHUHSOMUENTUHA 6 JIe2KUX,
8bI3bIBASL NPOSPECCUPYIOWVIO ObIXAMENbHYI0 He00Cmamo4Hocms. Ecau cniendsxmomus Heobxoouma
U3-3a  MACCUBHOU  CHIIEHOME2anuu, CUMNMOMO8 OAGNeHUs U MANCEN020  HEYCMOUYUBO20
2UNepCniieHusmMd, mo YaCMUuyHAs CHIeHIKMOMUA UMW YACMUYHAS IMOOIU3AYUS  Cele3eHOYHOU

apmepuu AejiAiomcsi eapuanmdamul. Ecnu wacmuunas unu nonmas cnaewdskmomusi OOndCHa Oblmb
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8bINOIHEHA 8 COOMBEMCMBUU C  XUPYPSUYECKUMU  NOKA3AHUAMU, Cledyem  UCNONb3068amb
CMAHOAPMHYIO  NOCNIeONEePAYUOHHYIO  NPOPDUIAKMUKY — AHMUOUOMUKAMU U NPeO8apumenbHyo
sakyunayuro [4].

3anywennvie cayuau xponuueckozo 3zabonesanusi neweru (X3II) ¢ MOAHUEHOCHOU NeYeHOUHOU
HeO0CMAamouyHOCmbio ObLIU 3aPE2UCMPUPOBAHBL Y HeCKONbKUX 63pocablx nayuenmos ¢ BHII [4, 35, 36].
Cropocmb npoepeccuposanus 3a001e6anus nevyenu Kpaiine uzmenuusa [35, 36, 37]. Ilewenounas
He0OCMamo4yHOCMb SGIAEMCsi OOHOU U3 OCHOBHBIX NPpUYUH cmepmuocmu y nayuenmog ¢ BHIT [36].
Hayuenmovl ¢ yuppo3om OO0NCHBLI HAOIOOAMbCA 8padamu-2acmposnmepono2amu. Pesynomamot
MPancnIaHmayuy neyeHu ObLIU 3apecucmpuposansl y Heckoavkux auy ¢ BHII muna B, y xomopuix
Habnooanace npozpeccupyrowjas ouc@hynkyus nedenu. Ilomumo ynyuwenus Gymkyuu nedeHu u
oucaunuoemuu, HaAbaI0OANUCH 3HAYUMEbHBLE YIYYULeHUS 8 3a001e8aHUU 1e2KUX U Napamempax pocma

y oemeii [4, 36, 37].

VY nauMeHToB TaKKe MOXKET HaOJII0JaTbCsl HAapyLIEHHE CHA, IOBBIIMICHHAs pPa3Apa)kKUTEIbHOCTb,
XpOHUYECKHM OO0JIEeBOM CHUHAPOM, YCTalIOCTh, IIOBEJAECHYECKHME MPOOJIEMbl U ICUXHYECKUE
paccTpoiCTBa, Takue Kak TpeBora u jaenpeccus [4]. Tlman jedeHUs] COCTOSHUI PacCMaTpUBAIOTCS
COOTBETCTBYIOIIMMH CHEUATUCTAMH.

3.2 luerorepanus

e PexomeHayeTcsi KOHCYNbTallUsl —Bpada-AHeETOJIOTa/Bpaya-racTpO’HTEpOJIOra IEpBUYHAS U
MOBTOpHAs MalMeHTaM C JAMarHo3oM JedUUUT KHUCIoM cpuHromuenuHaspl tuna A/B wim B
(Oonesnn Humanna-Iluka tuna A/B unm B) ¢ menbio OLIEHKM COCTOSHUS MAIMEHTa,

C68.J'IaHCI/Ip0BaHHOCTI/I IMUTAaHUA U €TI0 KOPPCKUUU ITpH HCO6XO,Z[I/IMOCTI/I [4]

YpoBennb yoenureabHocTH pekomenamun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapuu: nayuenmol mocym mepsams 6ec uz-3a oucghazuu uiu noOoyHvIx d¢hgexmos mepanuu;
npu HeobX0OUMOCMU- YCIMAHOBKA 2ACMPOCTNOMUYECKOU MPYOKU.

3.3 O6e3001MBaHNE

CrnenmanbpHbIe METOIBI 00€300TMBaHNS HE IPUMEHSFOTCSI.

4. MenuuuHcKAasi peadMJINTAIIUA U CAHATOPHO-KYPOPTHOE JieueHHue, MeIMINHCKHe
NMOKA3aHNSI M TMPOTHBONOKA3aHUS K MNPHMEHEHHMK) METOJA0B MeIMINHCKOM
peaduIMTAIIMM, B TOM YHCJ€ OCHOBAHHBIX HA MCIOJb30BAHUM TPHPOIHBIX
JeyeOHbIX (aKTOpPOB

° PexomMeH10BaHO MalMEeHTaM U YIEHAM UX CEMEU C YCTaHOBJIEHHBIM nuarHo3oM bHII tumna A,
B, A/B npuem (TecTupoBaHU€, KOHCYJIBTAIMS) MEIUIIMHCKOTO TICUXOJI0Ta TIEPBUYHBIA W TTIOBTOPHBII
(py HEOOXOAUMOCTH ) C TEJIBIO OIICHKHU MCUXOJIOTHYECKOTO COCTOSIHUS, U, TIPU HEOOXOAUMOCTH, €r0

Koppekuu [4].
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Yposenb yoenuteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

Kommenrapuu: wuaruuue 6oau, crabocmu, GUCYEPATbHBIX 0COOEHHOCMelU, 3d0epicKa pocma U

NOJ0B8020 PA3BUMUSL, MONCEM HE2AMUBHO OMPAUMbCA HA CAMOOYEHKe NAYUeHmMA, UYMO MOJcem

nompebogams ncuxono2uieckou nomowy. Heobxooumo nomousb nayueHmy u e2o cemve «NPUHAMbY

0UAcHO3, A0ANMUPOBAMb €20 K HCU3HU OJIsl MAKCUMATbHOU Peanu3ayuu €20 cnoCoOOHOCmU K 00yYeHU0

U CamMoCmosimenbHOU HCUSHU 8 OAIbHEUUEM.

e PexoMeH10BaHO NalMeHTaM C ycTaHOBJICHHBIM quarno3oM bHIT tuna A, B, A/B npuem (ocMoTp,
KOHCYJIbTaIlMsl) Bpada-pu3noTepaneBTa/ Bpada (GU3HUYECKON U PeaOUIUTAIIMOHHOW MEIUIIUHBI
MEPBUYHBII M TMOBTOPHBIM (NP HEOOXOAMMOCTH) MJsi OLIEHKH MOTPeOHOCTEW MalueHTa C
TPYIHOCTAMHU B OOIIEHUU U (PU3MUECKUMHU OTPaHUYCHHUSIMH, a TakKe pa3paboTke HEOOXOAMMBIX
BCIIOMOTATENILHBIX CPEJICTB M MPHUCIIOCOOTICHNH 1Sl 00ycTpoiicTBa toma [4].

YpoBenb yoenuteabHocTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KommeHnTapuu: xpome moeo, pezynapuvie KOHCYIbmayuu epaia Guzuieckou u peabuiumayuoHHou

MeOUYUHbl HANPABIeHbl HA OYEHKY (YHKYUOHANbHO20 cmamyca (VpoeHs HapyuileHus @yHKyull),

KOMOopas no360.sem oyeHUums maxicecms U CKOpoCmb Npo2peccuposaniiss 3a001e8aHus

° PexoMengoBaHo mnanueHTamM cC ycTraHoBieHHbIM auarHo3om bBHII tuma A, B, A/B

KOHCYJIbTAIUSl MEAUIIMHCKOTO Jioronena (MEINKO-JIOTONEINYECKOe HMCCIe0BaHuEe Mpu Aucharu,

MEIMKO-JIOTOTIEIMYECKas TPoIeypa Mpyu Jucharuu) ¢ Helblo ONCHKH HaIuuus Aucharud U pucka

acTUpAI|H, JIOTONeIUYECKON Tepanu [4].

YposeHnb yoenuresbHocTH pekomenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: nayuenmeot 00151cHbl npotimu KOMIIEKCHOe 00c1e008anue 2LoMaHus y MeOUYUHCKO20

J1020neda (MeouKo-i102onedudeckoe ucciedosanue npu oucpazuu). Obyuenue uzMeHeHu payuoHa

NUMAHUSA U KOMIEHCAMOPHBIM NO3AM MOdcem Oblmb Noae3HbIM 015 Uy ¢ oucgazuei. Cemvio credyem

NpoOUHGoOpMUpoO8ams 0 npozpeccupyrouem YXyouleHuu HAa8blKo8 2I0MAHUsl U NOBbIULEHHOM DUCKE

acnupayuu 6 pamkax mexywezo yxooa. /na yeenuveHus: KalopUuUHOCMU PAYUOHA U BO3MONCHO2O

CHUMCEHUsL PUCKA ACNUPAYUU MONCHO PACCMOMPEmsb 803MONCHOCHb HA302ACMPATIbHO20 30HO08020

NUMAHUA UTU XUPYP2UYECKOU YCMAHOBKU 30H0A
e PexomengoBaHo marueHTaM ¢ yctaHoBiieHHbIM auarHo3om BHII tuma A, B, A/B B cBs3u ¢

MOpaXECHUEM JIETOYHOM CHCTEMBI, pUCKAMHU aCTIUpaIiK U HHPEKIIMOHHBIX 3a00IeBaHII TPUMEHEHNE

(0OyuuTh pomuTeNeii) IBIXaTeNbHON THMHACTHKHU (JeucOHas (U3KYIbTypa MpH 3a00JCBaHUIX

OpOHXOJICTOYHOM CHCTEMBI, JbIXaTeIbHBIC YIPAXHEHHUS IPECHUPYIONINE, JiedeOHas (U3KYIbTypa C

MCIOJIb30BAHUEM aIlllapaTOB M TPEHAXKEPOB NpH 3a00JIeBaHUAX OPOHXOJCTOYHOW CHCTEMBI),

HaMpaBJICHHON Ha YITy4IIeHWE BEHTHISALUUU U CTUMYJISIUIO APEHAXKHON QYHKIIMHU OpOHXO-JIETOYHOM

cucrembl [4].
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YpoBenb yoenureabHocTn pekomenanuu C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 5)
e PexoMeHIOBAaHO MalMeHTaM C YCTaHOBJIEHHbIM jauarHo3oM BHII tuma B npumenenue

adpOoOHBIX (U3UYUCCKUX yIpaXKHEHUH (ieueOHast (U3KyJIbTypa NpU 3a00JIEBaHMAX cepaua |
nepuKapa, jeueoHas GU3KyabTypa MpH 3a00JIeBaHUAX OPOHXOJIETOYHON CHCTEMBbI) C KOHTPOJIEM JI03bI
¢dbuzmveckoit Harpy3ku mo mokazaressim UCC, AJl, carypamuu (SpO2) ¢ 1Lenbl0 TMOBBIMICHUS /
npOoQHIAKTUKY CHU)KEHHS TOJICPAHTHOCTU K (PU3MYECKUM Harpyskam [4].

YpoBenb yoeauTeabHocTH pekoMeraanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbLCTB — D)

5. IlpopuiakTuka U JAUCHAHCEPHOE HAOJIOJeHHe, MEeIUMIUHCKHE MOKA3AHUA U
NMPOTHBOMOKA3AHUA K IPUMEHEHHUI0 METOA0B NMPOPUIAKTUKHA

5.1 CesleKTHBHBI CKPUHUHT TPYNI-PUCKA
. PexoMeHnayercsi TIPOBEICHHE CEJICKTUBHOIO CKPUHUHTA TPYII-PUCKAa TMAIlUEHTOB C
npu3Hakamu xapaktepabiMu Uit BHIT tuna A, B, A/B ¢ 1ienblo paHHei 1MarHocTuky 3a0oseBanuii [4].
YpoBeHnb yoenuresbHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
KomMMeHTapuu: ckpununeosoe oociedosanue nposooumcst ¢ npuMmeHeHuem 1adopamopHvix Memooos
Mecmupo8anusi — OnpeoeieHue aKmueHOCMU KUCIOU COUHEOMUETUHA3bI U/UTU onpedeieHue
Konyenmpayuu ausocguneomuenuna (LySOSM) ¢ nsammuax evicywennoi kposu. I pynner pucka ons
npeedenUsi CKPUHUH2A 8KII0YAIOM NAYUEHMO8 CO Ce0YIOWUMU CUMNMOMAMU: 2eNamoCnIeHOMe2anusl,
2unepxonecmepunemusl, mpomooyumoneHus, UHMepCmuyualbHas 601e3Hb 1ecKUx.
5.2 MOHUTOPHHT COCTOSTHUS NALMEHTOB ¢ 00Jie3Hbl0 Humanna-Iluka tuna A, B, A/B
. Pexomenayercs aucnaHcepHBId TpueM (OCMOTp, KOHCYJbTalus) Bpada-mienarpa/ Bpada-
TeparneBTa/ Bpaya oOuieil npaktuku (cemeiiHoro Bpaua)nauuentaM ¢ bHII tuna A, B, A/B exeroano
C 1IEJIbI0O MOHUTOPUHTA COCTOSIHUS [4].
YpoBeHnb yoenurenbHocTH pekoMenaanuu C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)
Kommenrtapuu: Ilayuenmos ¢ BHII muna A, B, A/B neobxooumo nabarodams no mecmy
oHcumenvemea 6 amoOy1amoOpHO-NOTUKIUHUYECKUX YCILOBUSX: mpebdyemcss OUCNAHCEPHbIL Nnpuem
(ocmomp, Koucynibmayus) epada-neouampa/ pava-mepanesma/ paia ooujeli NPAKmuKkuy (cemetHo2o
8paua), 8Paya-2acmpoIHmMepos0ea, 8paia-2eMamonoed, 6paia-0encKko20 OHK0I02d, 8paya-2eHemuKd,
8paya-Hegposo2a (Npu HANUYUU HEeBPONOSUYECKUX NPOSGIeHUl), 8pava-mpasmamoio2a-opmoneoa
(npu HaTUYUU KOCMHBIX HAPYWEHUIL), 8paia-oghmanbmonoaa, 8paya cypooo2a-omopuHoIaput2ooad,
8paua no ne4ebHol QuKyIbmype nepeutnblii U NOGMOPHYIL, 8 CPEOHEM, eHce200HO.
Konumponv noxazameneii kposu neobxooumo nposooums 1 paz 6 3 mec., pazmepos
NapeHxumMamo3sHuvlx opeanos — I paz 6 6 mec. 6 nauanre P3T, 6 oanvneviwem — 1 paz 6 12 mec. Ilpu

SHAYUMENbHBIX KIUHUYECKUX OCHOMNCHEHUAX, CB6A3AHHbIX C YUPPO3OM HNeYeHUu U nopmaﬂbnoﬁ
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eunepmensueti HeobX00UM KOHMpONbL ananiusoe Kkposu 1 paz 6 1-3 mecaya u umcmpymenmanvHoe
obcnedosanue 1 paz 6 3-6 mecayes no noxazanuim. Onpeodenenue COCMOSHUL KOCMHOU MKAHU
ocywecmenaiom 1 paz 6 6-12 mecayes ¢ yuemom ucxoOHvix OAHHbIX NAYUEHMA.

B®3T neobxooumo nposooumse peeyisapho u npu Haruduu NOKA3aHUll 8 C1yuae 0CI10HCHEHHO20
meuenus 601e3HU — 8 YCIOBUAX KPY2JIOCYMOYHO020 CMAYUOHaApa, npu cmaduibHOM COCMOSHUU — 8
cmayuonape OHegHO20 npedvlsanusl (U1u ambyIamopHo 8 pamkax noodepacusaroueti mepanuu) 1 pas
8 2 Hedenu. Bce nayuenmor 0012CHbL NPOXOOUMb KOHMPOIbHOE 00C1e008AHUE C YENbl0 OUEHKU
pesynomamos 3T 6 kpy2n0cymounom unu OHe8HOM cmayuoxape 2 paza 6 200 8 Hauajie mepanuu,; 8
odanvHetiuem obcredosanue npogooumcs 1 pas 6 200.

3nauenus axmusnocmu «nedenounvixy mpancamunas (AJIAT, ACAT) Oonocnvl Ovimb
noJayuensl 00 HAYANA JleYeHUsl U KOHMPOIUPOBAMbCs HA 8CeX dMANax NO8blULeHUsl 003bl 0IUNYOA3bl
anvpa. Eciu axmuenocms «neueHouHbixX» mpaHcamunas 00 uHgy3uu npegviuiaem ucxooOHoe sHavenue
u npegviuiaem eepxuiorw epanuyy Hopmel (BI'H) 6onee uem 6 2 pasza, 003y npenapama oaunyoasvl
MOJCHO CKOPPEKMUpo8ams (N0OGMOopums Uil YMEeHbUUms Npeovloyyro 003y 8 COOMBEmcmeul ¢
DeACUMOM NOBbIULEHUS 003bl) UNU JedeHUe Modicem DblmMb peMEHHO NPEKPAYEHO 8 COOMBEMCMEUU CO
CMenenvb0 NOoBblUEeHUS AKMUBHOCU «NeYeHOYHbIX» mpancamunas. Eciu nayuenmy mpebyemcs
KOppeKmuposKa 003vl Uil NPepblanue eueHus, npu 60300H06IeHUL JleYeHUsl He0OX00UMO Clled08amb
pedcumMy nogulileHus 003bl, ONUCAHHOMY Gbluie OJis 83POCAbIX U 0emell COOMBEMCMEEHHO, d MAKHCe
pekomenoayusim Ha cayuai nponycka 0os [4, 30].

Dppexmusnocmo  nevenus oaunyoasol anvga ciedyem KOHMPOAUPOBAMb C HOMOUBIO
usMepenus pocma u maccel meaa (y oOemeti), 00veMd NeyeHUu U Cele3eHKU, QYHKYUU 1ecKUx,
2emMamono2udeckux nokasameret, IuNUOH020 Npohuis u opy2ux buomapkepoes 3abonesanusl. Jlanuvie
cnedyem cobupamo O0Jist OIbHEUUEe20 UCNONb308AHUSL U PA3PAOOMKU peKomenoayuil no nevenuio [4].
. Pexomenayercsa Bcem mnamnuentam ¢ BHII tuna A, B, A/B ompeneneHue KOHILEHTpaluu
mu3zochuaromuermaa (Lyso-SM) B kpoBu 10 Hayama JICYCHHS] U JUII MOHUTOPUHTA TEePaIvK H/WITH
nporpeccupoBanus 3a0oseBanust [4].

YpoBensb yoenuteabHocTH pekoMenaanun C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbLCTB — D)

° Pexomenayercst BceM TallMeHTaM C MOATBepkIeHHbIM auarHozoMm BHII tuma A, B, A/B
IpoBesieHne 001Iero (KIMHUYECKOTr0) aHallu3a KPOBH Pa3BEPHYTOro (McciaeloBaHue YPOBHS OOIIEro
reMOorJIoONHa, SPUTPOLMTOB, JEHKOIMTOB, TPOMOOLIUTOB B KPOBH, NU(DdepeHIINPOBaHHBINA MOACUET
JeHKonuTOoB (JekonuTapHas ¢opmyna), omnpeneneHue cpeaHero coaepxkanus (MCH) u cpemneit
KOHIleHTpanuu remornobuna B ospurpouutax (MCHC), wuccnemoBaHue CKOPOCTH OCeIaHUs
SPUTPOLIUTOB) JUIS OLEHKH OCHOBHBIX ITAPAMETPOB KpPOBETBOPEHHUS C IIENII0 CBOEBPEMEHHOTO
BBISIBJICHHUS] AHEMHUHU, TPOMOOILMTONEHUH, JIEWKONEHUH, HAJTUYMS BOCHAIUTEIBHBIX IPOIECCOB U

KOHTPOJIs TepaneBTuueckoro sddekra [4, 17, 20].
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Yposenb yoenuteabHocTH pekoMenaanun C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapumu: uccredosanus nposoosm ue peoice, wem 1 paz 6 3 mecaya unu yauje no NOKA3aHUsIM.
° PexoMeHnayeTcsi BceM TalMeHTaM C MOATBEpkAeHHBIM auarHozoM BHII tuma A, B, A/B
MPOBEJICHUE aHAIM3a KPOBH OMOXMMHYECKOTO OOIIETepaneBTHYECKOrO (Ompe/elieHne aKTUBHOCTH
allaHMHaMUHOTpaHcdepasbl, acnapraTaMHHOTpaHcdepasbl, W MIEIO0YHOH (ocdaTazpl B KpPOBH,
onpejeNieHue ypoBHs oOmiero OwnnpyOuHa, anbOyMuHAa B KpPOBH, XOJIECTEpHHA, XOJIECTEpHUHA
JUTIONPOTENHOB HU3KOM TIIJIOTHOCTH, XOJIECTEPUHA JIMIIONPOTEMHOB BBICOKOW IUIOTHOCTH,
TPUTJIMIEPUAOB B KPOBHU), a TaKXke uccienoBanue ypoBHs 25-OH Buramuna /| B KpoBU C IIETBbIO
BBISIBIICHUS] COOTBETCTBYIOIIMX HAPYIIEHUH M CBOEBPEMEHHOM Koppekiuu [4, 17, 20].

YpoBeHb yoequTeIbHOCTH peKoMeH1aiuu B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)
KommenTtapuu: uccredosanue nposoosam ne pexce, wem 1 paz é 3 mecaya uiu 4auje no NOKA3aHUsM.
aKmueHoCmbo «NeYeHOYHbIXY Gepmenmos (ananunamunompaucgepasol,
acnapmamamuHompancgepasvl u wenouHol ocghamazvl) modicem OblMb NOBLIUUEHA Y NAYUEHIMOS C
oonesnvro Humanna-Iluka muna A, B, A/B (Oedpuyumom xucnou cpuncomuenunasst). AHoMAabHbIIU
(amepozennblil) TUNUOHBIL npodurs yacmo ecmpeyaemcs y nayuenmos ¢ BHII muna A, B, A/B ,
Haubonee YacmviMy OMKIOHEHUAMU AGNAIOMCS NOGbIUUEHUE COOEPIHCAHUS MPUSTUYEPUI08,U 00UjecOo
Xonecmepuna, a makace chudicenue ypoeus xonecmepuna JIIBII.

° PexoMenayercsi BceM mareHnTaMm ¢ kinHudeckumu nposisierusmu BHIT tuna A, B, A/B u
MpU3HAKAMU LHMPpO3a IE€YEHW C TNEYCHOUYHON HEJOCTATOYHOCTBhIO HCCIEAOBAaHUE IOKa3aTeneu
KOaryJiorpaMMbl  (OpHEHTHPOBOYHOE HCCJIEIOBAaHUE CHCTEMBl TE€MOCTa3a): aKTHMBHUPOBAHHOE
YaCTUYHOE TPOMOOIIACTUHOBOE BpPEMsi, ONpEAeTeHHE MPOTPOMOMHOBOTO (TPOMOOIITIACTHHOBOTO)
BPEMEHU B KPOBH WJIM B IJIa3M€, TPOMOMHOBOTO BPEMEHH B KPOBH, OIPEACIICHUE MEXTyHApOIHOTO
HopManu3oBaHHoro otHomeHus (MHO), aktuBHocTu antuTpoMOuHa III B kpoBu, HcciegoBaHHe
ypoBHS GUOpUHOTEHA, ompejeNeHne KOHIeHTpanuu Jl-nuMepa B KpOBH) M HCCIEAOBAHHUE YPOBHSA
aMMHaKka B KPOBH JJisi paHHEW MpOUIAKTUKH MPU3HAKOB MEYCHOUHOM SHIIE(ATONaTUh U OLICHKU
byukin neuenu [4].

Yposenb yoenuteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeILCTB — 5)
KommenTapum: uccredosanue nposoosam ne pedice, uem 1 paz 6 3 mecaya unu uawje, no nOKA3aHUAM.
Jna xommpona s¢pgexmusnocmu pepmenmuoi 3amecmumenvron mepanuu (DP3T) uyacmoma
nposedenus: 1 pas 6 6 mecayes npu Hauanre mepanuu, oaiee — & cpednem 1 paz 6 200 [4].

° Pexomenayercsi BceM TallMeHTaM C MOATBepkKIeHHbIM auarHozoMm BHII tuma A, B, A/B
MPOBEACHNE MarHUTHO-PE30HAHCHAsI TOMOTpad s OPraHOB OPIOIIHON MOJTOCTH W/UITH YIIBTPA3BYKOBOE
MCCIIEIOBAaHNE OPraHOB OPIONTHOW MOJIOCTH (KOMIUIEKCHOE) C LIEJIbI0 ONpeeNieHus pa3mMepa/odnema
OpPTraHOB U BBISBJICHUS UX OYArOBBIX MOPAXKEHHM, & TAKKE C [ETbI0 KOHTPOJISI COCTOSIHUSI BHYTPEHHUX

OpraHoB u oneHku 3¢ dexruBHOCTH Tepanuu [4, 14, 17].
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YpoBenb yoenuteabHocTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapuu: vacmoma, 6 cpeonem, 1 pas 6 6 mecayes npu nauaie mepanuu, oaiee —  cpeoHem 1
pasz 6 200. Hccnedosanue HeobX00umo 071 onpedeneHus pazmepos neueHu U cele3eHKu, onpeoeseHus
ouamempa 80OpPOMHOU U Cele3eHOYHOU 6eH, HANUYus cmeamosda, Gubposza uiu yuppo3a neyemu,
Kanbyuuxamos HaonoueyHUuKo8, a maKice OYeHKU medenus 3a0071e6aHuUus U NOC1edVIoue20 KOHmpois
sgpgpexmuenocmu  pepmenmnoli  3amecmumenvhoi mepanuu. s xowmponas d¢hghexmusnocmu
Gepmenmuoui 3amecmumenvrou mepanuu (P3T) wacmoma nposedenusi: 1 pas 6 6 mecayes npu Hauaie
mepanuu, danee — 6 cpedHem I paz 6 200.

° Pexomenayercsl manueHTaM C TMOATBEpXKACHHBIM mauarHozom bBHII tuma A, B, A/B
MIPOBEJICHUE PEHTIeHOrpaduu JETKUX WIH KOMIBIOTEPHOI TOMOTrpaduu OpraHoB IpyAHOMN MOJIOCTHU C
IIEJIBI0 KOHTPOJIS COCTOSHUS JIETKUX M CBOCBPEMEHHOTO BBISIBIICHUS OCIIOKHEHU [4].

YpoBenb yoenurenbHocTn pekomenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: npu nanuuuu nopasicenus 1é2KuUx Uccie008aHus nposoosimces 6 OUHAMUKe, 4acmoma
onpeoensiemcst UHOUBUOYAIbHO.

° Pexomenayercsl manmueHTaM C TMOATBEpXKACHHBIM muarHozom bBHII tuma A, B, A/B
uccienoBaHre (PyHKIHUM BHEIIHETO JbIXaHusl (MCCIeI0BaHHE HECTPOBOLIMPOBAHHBIX JIbIXATEIbHBIX
00BEMOB ¥ ITOTOKOB) JUIsl OLCHKH (QYHKIUH JIETKHX [4].

YpoBenb yoenurenbHocTn pekomenanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: npu nanuuuu nopasicenus 1é2Kux uccie008aHus nposoosimces 8 OUHAMUKe, 4acmoma
onpeodensiemcs UHOUBUOYATLHO.

° Pexomenayercst manpeHTaM ¢ TOATBepkIeHHBIM auarHo3om BHII tuma A, B, A/B npu
HaJIMYUU TPU3HAKOB MOPTAIbHON TMIIEPTEH3UH, MPOBEIeHNE 330(aroracTpoIyoeHOCKOMUH C IENBI0
OLICHKH COCTOSIHHSI BEH MUILEBO/Ia U xkenyka [40-44].

YpoBenb yoeautTeabHocTH pekomeHaanmuu C (YpoBeHb J0CTOBEPHOCTH JA0KA3aTeJbCTB— D).
KommenTapuu: uccinedosanue npogooam y nayueHmog ¢ @HuOpo3oM neveHu, NpusHaKamu
NOPMANbLHOU SUNEPMeH3UU 01 OYeHKU CMeneHu 8apUKO3H020 PACUUPEHUs eH NUWe800d U Y2po3vl
KpoB8omeyeHus.

. PexoMenayercs mamueHTtaM ¢ moAaTBepxkaeHHbIM nuarHozoMm BHIT tuma A, B, A/B mpu
HUIMYAHA TIPU3HAKOB (uOpo3a TeYeHW, NMPOBEICHUE DIIACTOMETPUH TEUYEHH C IEJIhI0 KOHTPOIIS
COCTOSIHUS TIeUeHH [4].

YpoBenb yoenuteabHocTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH T0KA3aTeJbCTB— D).
KomMmeHnTapuu: snacmomempuss neuenu s61iemcs HEUHBA3UBHOU YIbMPA3EYKOBOU MemOoOUKol
onpeoeyieHusi NIOMHOCMU NAPEHXUMbl neyeHu. M3meHeHue NIOMHOCMU Op2aHa — O0OCMOBEPHbIl

UHOUKAMOP UBMEHEeHULl COCMOAHUS NAPEeHXUMbL NedeHU U NPo2peccuposanus uoposa.
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. Pexomennyercsa nanuentam ¢ BHII tuna A, B, A/B npoBeaenue pentrenorpaduu kucreit u,
U Ha OCHOBAHUHU IIOJIyYEHHBIX pE3yJbTaTOB, PEHTICHOACHCUTOMETPUHU MOSICHUYHOTO OT/IelNa
MMO3BOHOYHUKA JUIS OICHKM KOCTHOTO BO3pacTa, a TaKXKe BBHISBICHHS NPHU3HAKOB CHWKCHHUS
MHUHEPAJIbHOM INIOTHOCTH KOCTHOM TKaHU [4, 34].

YpoBenb yoeauTeIbHOCTH peKOMeHIaluu B (YpoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 3).
KommenTapuu: ucciredosanue yenecooopasno npogooums ¢ S-nemue20 KOCMHO20 803pacma Uil y
oemeti ¢ pocmom 6onee 100 cm. Penmeenodencumomempusi NOACHUYHO20 OmMOeid NO360HOYHUKA
npoBOOUMCs HA OCHOBAHUU KOCMHO20 6o03pacma c oyeukou Z-score u BMD.Pexomennyercs
nanuentam ¢ BHIT tuna A, B, A/B npoBenenue annekrpokapauorpadun (OKI'), sxokapauorpaduu ¢
LIEJIbIO KOHTPOJIS COCTOSTHUS cepaua [4, 21, 37].
Yposenb yoenuteabHOCTH pekoMenanun C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJIbLCTB— 4).

B mabauye 3 ompaosicenvl npunyunst MOHUMOpUH2a COCMOAHUS nayueHmos npu oonesnu Humanna-
Tuxa muna A, B, A/B.

Ta6auua 3. [IpuHiunel MoHUTOpUHTA TTpH Ooyie3Hn Humanna-ITuka tuna A, B, A/B

IIpuHUHUNBI MOHUTOPUHTA NPU 00J1€3HU Kaxnabie Kaxnaeie 6-12 mec. NnauBuayaabHO, IPU
Humanna-Iluka Tuna A, B, A/B 3-6 mec. HAJIMYNH NOKA3AHUN
OO6uwmii (KIMHUYECKUIT) aHaJIN3 KPOBU
pa3BepHYTHIH (MCCIeI0OBaHUE YPOBHS 00IIeTo
reMOTJI00MHA, SPUTPOIMTOB, JICHKOIUTOB,

TPOMOOIUTOB B KPOBH, Vv
muddepeHIUPOBaHHBIH MOICYET JIEHKOIIUTOB v He pesce, yem 1 paz 6 3
(netikonmrapHas popmyna). OnpenesneHne Mecaya unu wawe no
cpennero conepxxanus (MCH) u cpenneit NOKA3AHUAM

KOHIEHTPAIIMX TEMOTII00NHA B 3PUTPOLUTAX
(MCHC). UccnemoBaHre CKOPOCTH OCEIaHHsI
spurpormros (COI)

AHanu3 KpoBH OHOXUMHUYECKUH
o01erepaneBTHIECKUH (OnpeneneHne
AKTHBHOCTH aJlaHMHaAMUHOTpaHchepassl,

acrmapTaTaMHHOTpaHc(epassl, MET0YHON Vv
(dhocdarassl B KPOBH, ONpPEACICHAEC YPOBHS He peoice, uem 1 paz 6 3
o0rrero ounupyOHHa, aTbOyMHUHA B KPOBH, Mmecaya unu dauge no
XOJIeCTepHHA, X0JIECTEPHHA JTUITOTIPOTEHHOB NOKA3AHUAM

HU3KOI1 IIOTHOCTH, XOJIECTEPHHA
JUMONPOTENHOB BBICOKOU MIIOTHOCTH,
TPHUTIHMLEPHUJIOB B KPOBH)

Koarynorpamma (opueHTHPOBOUHOE \%
MCCIIeJOBaHNE CUCTEMBI TeMOCTa3a) He peoce, uem 1 pas 6 3
Mecaya unu wawe no
HOKA3AHUAM
MarnuTtHO-pe30HaHCHast ToMoTrpadus v

OpraHOB OPIOIIHOM MOJOCTH H/WITH
yIBTPa3BYKOBOE UCCJIEJOBAHHE OPraHOB
OpromIHOit mosocTH (KOMILIEKCHOE) (¢
oTIpeJIeNIeHuEM pa3MepoB (00beMa) TIeueH! 1

I pa3z 6 6 mecsayes npu
Hayaie mepanuu,
Odanee — @ cpeonem 1

pas 8 2o0.
CEJIe3EHKN)
PenTrenorpagus 1erkux WiM KOMIBIOTEpHAS Vv
ToMorpadus OpraHoB IPyJHOM MOIOCTH Yacmoma onpedensiemcs
UHOUBUOYATILHO NO
NOKA3AHUAM
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HUccnenoBanue (yHKIMYA BHEITHETO JBIXAHUS
(uccietoBaHye HECTIPOBOITMPOBAHHBIX
JIBIXaTEJIbHBIX 00EMOB M ITOTOKOB)

\%
Yacmoma onpedensemcs
UHOUBUOYAILHO 1O
NOKA3AHUAM

330(aroracTpoyoIeHOCKONHS (TIpH HaJIIUHI
HPHU3HAKOB [TOPTAIBHON THIICPTCH3HH)

\Y
Yacmoma onpedensemcs
UHOUBUOYAILHO 1O
NOKA3AHUAM

OnacroMeTrpus nedeHH (TIpH HATTIUI
npu3HaKkoB Gubpo3a neyeHu)

\Y
Yacmoma onpedensemcs
UHOUBUOYATILHO NO
HOKA3AHUAM

Penrtrenorpadus xucreit u
PEHTIEHOIEHCUTOMETPUS IOSCHUYHOIO
OTJeJ1a I03BOHOYHUKA

\Y
Yacmoma onpeoensiemcsi
UHOUBUOYATILHO NO
HOKA3AHUAM

OormpeienieHNe KOHIIEHTPALUT
mm3ochuaromMuenuaa (Lyso-SM) B kpoBu

\Y
o nauana neuenus u ons
MOHUMOPUH2A Mepanuu

3HaueHHs AKTUBHOCTH «IICYCHOUHBIX)
tpancamuHas (AJIAT, ACAT)

\Y
,ZZO Hauvana j1eveHus U Ha ecex

9mManax nogvlueHus 003bl
3T
OKT, DXO KI' \Y
Yacmoma onpedensiemcs
UHOUBUOYATILHO NO

NOKA3aHUAM
6. Opranu3anusi OKa3aHusl MeJUIMHCKONH OMOIIH
FOCHI/ITaJ'II/ISaI_II/IH IIannuCHTOB qaime BCCTIO OCYHICCTBIIACTCA B
reMaToJIOTHYECKOe/ HCI[I/IanI/I‘ICCKOC/ TraCTPOIHTCPOJIOTHICCKOC OTACICHUC 500048 B

XUPYPTUUECKOE/TPAaBMATOIOTO-OPTONEANYECKOE OT/ACIICHNUE, TaKXKe JICYCHUE MOXKET MPOBOIUTHCS B
HEBPOJIOTMYECKOM, IMYyJIBMOHOJOTHYECKOM M JIp. OTHAEJICHUSX B 3aBUCUMOCTH OT JIOMHUHUPYIOIIUX
CHMIITOMOB 3a00JICBaHUS.

[TnanoBas BakuuHanus y nmanueHtoB ¢ BHII tuma A, B, A/B mpoBoAuTCS B COOTBETCTBUU C
HarmonansHbeiM KaneHAapeM NpopUIaKTHIECKUX MPUBHUBOK.

HeoOxomuMbie OCMOTpBI Bpadeil-CHEIMaINCTOB, Ja0OpaTOPHbIE W HWHCTPYMEHTAJIbHBIE
o0ciieToBaHUS ¥ peKOMEHTyeMas 9acToTa UX IMPOBEJICHUS NIPEICTaBICHA B pa3zeie S5.2.

6.1 IToxa3zanus Qs MJIAHOBOM rOCIUTAJIU3ANNHA

1. mpoBeneHue IMATHOCTHKU U JIEYEHHS, TpeOyromue MPOJOHKUTEILHOTO (THEBHOE WU
KpYIJI0CYTOYHOE MpeObIBAaHUE) MEIUIMHCKOIO HAOMIO/IEHUsT W MOHHUTOPHHIa KIMHUKO-
abOpaTOPHBIX TOKa3aTeNeH;

2. HEOOXOAMMOCTH IPOBEICHUS PA3IMYHBIX BUOB IKCIIEPTU3 HIIM 00CIIEAOBaHUS B MEAUIIMHCKON
OpraHM3aliy IPU HEBO3MOXXHOCTHU MPOBEACHUS X B aMOYTaTOPHBIX YCIOBHIX (B TOM YHCIE
odopmMIleHre 3aKTI0YeHUs (heepaIbHOT0 KOHCHIIMYMa/BpauyeOHOM KOMUCCHH);

3. cocTosHHeE, TpedyIolee aKTUBHOIO JICYEHUS M KPYTIIOCYTOYHOTI'O METUIIMHCKOTO HA0II0ICHNUS;
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4. cocrosiHMe, TpeOyrollee MPOBEICHUS BHICOKOTEXHOIOTMYHBIX METOI0B JICUEHHS (B TOM YHUCIIE
KOHTpoIb 3 exkruBHocTH D3T);

5. otcyrctBue Bo3MOXHOCTH obecrieueHuss @3T B amMOynaTOpHBIX M CTallMOHAPO3aMEIIAIOIINX
YCIIOBHUSX;

6. HeoOX0IMMOCTh IPOBEAECHUS PA3IUYHBIX BUJIOB SKCIIEPTU3 UIIK 00CIIEI0BAaHHSI B MEAULIUHCKON
OpraHu3aly MpU HEBO3MOXKHOCTHU TPOBEJCHHUS MX B aMOYJIaTOPHBIX YCIOBUAX, TPEOYIOIINX
IUHAMHAYECKOr0 HAOIIOACHU.

6.2 Iloxa3zanus A1 HEOTJI0KHOM/DKCTPEHHOM roCIUTAIU3 AN

1. OCTpPBIC yYI'pOXaromue i1 XU3HU W PA3BUTHUA OCJIOJKHECHUH COCTOsHHA, Tpe6YIOH_[I/Ie
HCOTJIOXKHOI'O JICYCHHA, B TOM YHCIIC HHTCHCHUBHOM TCpaliMy, a TAKXKC KPYIrIJIOCYTOYHOI'O
MCIUIIMHCKOI'O Ha6JIIOI[eHI/I$I " MMPOBCACHUA CIICHHUAIIbHBIX BUAOB O6CJI€IIOBaHI/I$I " JICUCHUA.

6.3 Iloxa3zaHnus K BLINNCKE NAIMEHTAa U3 CTAIMOHAPA

1. orcyrcTBHE Yrpo3bl ISl JKU3HU TMAIMEHTAa U YTPO3bl Pa3BUTHs OCIOXHEHUH, TPEOYIOIIMX
HCOTJIOXKHOTO JICUCHUA HpI/I SaBepHICHI/IC AINArHOCTHUYCCKUX MepOHpHﬁTHﬁ.

2. cra0wimm3anusi  COCTOSHUS W OCHOBHBIX  KJIMHHKO-Ta0OpaTOPHBIX  TOKa3aTeyel
MATOJIOIMYECKOT0 MPOIIECCa, OTCYTCTBHE HEOOXOIUMOCTH B TIPOIOJKUTEIHHOM MEAUIIMHCKOM
HAOJIOICHNY (THEBHOE MJIM KPYIJIOCYTOYHOE MPEObIBAHHKE);

3. BBIITOJIHCH ITJIaH O6CJ'I€)IOBaHI/I$I U JICUCHUA ITallUCHTA, JaHBbI peKOMeHHaHI/II/I 10 z[aaneﬁmeMy
HaOJIIONEHUIO U JIEUCHUIO,

4. HeoO0XOIMMOCThH MEPeBoOJa MAIEeHTa B JIPYroe MEIUIIMHCKOE YUPEKJACHUE UITU YUPEKICHHE

conuaJibHOIro obOecrieueHUs.

7. JlonosHuTeIbHAsA HHGOPpMAaLUA (B TOM Yucjae (PAKTOPbI, BJIUSIONINE HA HCXO/]
3200/1eBAHUA WIH COCTOSTHHS)

7.1 Ucxoabl M MPOrHO3

[Tporno3 npu BHII tuna A, B, A/B 3aBUCUT OT BBIPa)KEHHOCTH KIMHUYECKUX MPOSBICHUM.
Ha3naueHue mMaTOreHETMYECKOM TepamuMu Ha paHHUX CTaausAX 3a00JeBaHUs  OIpenesseT
ONMaronmpusATHBI NPOTHO3 W YyiydllaeT KauecTBO >ku3HM Jnered ¢ BHII, mpenorBpamas wux
unBamuanzanuo. [lpu BHII tunma A nporHo3 HeOmaronmpusTHBIN: J€TadbHBIM MCXOJ HACTYHaeT B

BO3pacTe TPeX-4eThIpeX JIET, HEPEJAKO — Ha IepBOM oAy »ku3HH [33].

Kpurepuu ouenku kayecrsa MeAUIMHCKON MOMOLIU

OpFaHI/ISaHHOHHO-TGXHH‘I@CKI/IG YCIIOBHUA OKa3aHUA M€IH/II.[I/IHCKOI7I IIoOMOIIH1

. Crnenmanu3upoBaHHasi MEAUITUHCKAs] TIOMOIITH
By MeqHIMHCKOH MTOMOIIHU
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YcioBua oxka3zaHus CranuoHapHO / B THEBHOM CTaI[MOHAPE

MeIULUHCKOI MOMOIIH

dopma okazaHusl [1nanoBas

MeINIUHCKON MOMOIIH

Kpurepun kayecTBa OKa3aHUSA MeIMIIUHCKON MOMOIIN

Ne

OuneHka

Kpurepuii
BBINOJTHCHHU S

BreimonHeHO ompeneneHne aKTHMBHOCTH KHUCIOW Cc(UHrOMHENWHa3bl B
MATHAX BBICYIICHHOW KPOBU WJIM JICUKOIMTAaX Mepu(EepUIECKON KPOBHU Ja/ner
BCEM NaIMeHTaM ¢ KauHudeckumu npossieHusmu bHIT tuna A, B, A/B

[IpoBeneHo onpeseneHrne BapuaHTOB T€HOB B 00pa3ie OMOIOrHuecKoro
MaTepHaia IpyroM Wik HEyTOYHEHHOM, HEeKJIacCu(hUITMPOBAaHHEIC B
Opyrux pyOpHKax, METOI0OM TapreTHOTO BHICOKOIIPOU3BOIUTEILHOTO
CEKBEHHPOBAHUS U/HIIM METOJIOM BBICOKOTIPOU3BOJUTEIHHOTO
CEKBEHHUPOBAHUS (BBISBICHHE OUAIICIbHBIX TATOTEHHBIX BAPUAHTOB reHa
SMPD1) Bcem narmenTam ¢ kauanYeckuMu nposisinenusimu BHIT tuma A,
B, A/B u/vunu CHUKEHHON aKTUBHOCTHIO )epMEHTa KHUCIIOH
C(UHrOMHUENIMHA3EI B KDOBH ITPH MOCTAHOBKE JMArHO3a

Jla/ner

BbimonHeHo Ha3HaueHMe (PEPMEHTHOW  3aMECTUTEIbHOM  Tepamuu
npemapatom A16AB25 Onunynasza anbda MOXKH3HEHHO IMAIMEHTaM C
MOJITBEPKIE€HHBIM JIMarHO30M Je(pULINTa KUCIOW COUHIOMUEIMHA3bI TUIIA
A/B nmu B (6one3nn Humanna-lIluka tunma A/B wmimu B), y KOTOpBIX
UMEIOTCSl  KIMHUYECKM 3HAuuMble TMPOsBIEHHUS 3a00jeBaHus, He
OTHOCAIINECS K [IEHTPAJIbHOM HEPBHOM CHCTEME.

Ha/ner

[IpoBeneHa MarHUTHO-pE30OHAHCHAsE ToMoOrpadusi OpPraHoB OpPIOIIHOM
MOJIOCTH  W/WIIM  YIBTPa3BYKOBOE HCCIIEZIOBAHUE OPraHOB OpIOIIHOM Ma/ner
M10JIOCTH (KOMIUIEKCHOE)

[lpoBenen oOwMiA  (KJIMHUYECKWIT) aHAMM3 KPOBH  Pa3BEPHYTHIH
(ucciemoBaHue ypoBHSI OOIIET0 reMOTJIO0NHA, SPUTPOILIMTOB, JICHKOIIUTOB,
TPOMOOIIUTOB B KpOBH, Au(p(EepeHIIMPOBaHHbIN MOACYET JIEHKOLHUTOB
(netixorTapHas opmyna), onpeneneHue cpeanero cogepxkanust (MCH) u
cpeaHel KOHLEHTpauuu remoriaoouHa B sputpormrax (MCHC),
HCCJIEJOBaHHE CKOPOCTU OCEaHMs SPUTPOIIUTOB)

Ja/ner
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IIpunoxenne Al. CocraB pado4eii rpynnbl o paspadoTke U nNepecMoTpy

KJIMHUYECKHUX PeKOMEeHIaluil

AnucumoBa Mura BagmmoBHa — K.M.H., Bpau-reHeTUK PI'BHY «Menuko-reHeTnyeckui
Hay4yHbIN HeHTp uM. akajgemuka H.I1. boukoBay, uien Accounanuyu MEAUIMHCKUX TEHETUKOB
BaiinakoBa I'asuna BuktopoBHa — K.0.H., BeIylINil Hay4YHBIH COTPYIHHK JabopaTopuu
HacnecTBeHHbIX Oonezneil oomena @I'BHY "Menuko-reHeTHUeCKHii HaydyHBbId HEHTP HUM.
akagemuka H.I1. boukoBa", unen Poccuiickoro o0iecTsa MEIUIIMHCKUX T€HETHKOB

BapanoB Ajsexcanap AjnekcanapoBuu — akanemuk PAH, npodeccop, a.M.H., [loueTHbrit
[Ipesunent Coro3a neauarpos Poccun, coBetHuk pykoogutenss HUW nenuarpuu u oxpasbl
s3nopoBbst aereit ®I'BHY «PHLX wum. akan. B.B.IlerpoBckoro», mpodeccop kadeapsi
neguatpu U aerckoil pesmaronorun GI'AOY «llepeoiii MI'MY um. .M. CeuenoBa»
MunznpaBa Poccun (CeueHOBCKMH YHUBEPCHUTET), TJIaBHBI BHEMITATHBINA CHEIHAIUCT
neauatp Munsapasa Poccun

Bamaxkmanze Hato [IsxkymGepoBHa — 1.M.H., 3aBeayromias otaenom penkux oonesnern HUU
neguatpu U oxpansl 310poBbs jererl ®I'BHY «PHIIX um. akan. b.B.IlerpoBckoro», uieH
Coroza meamarpoB  Poccun, mpodeccop kadeapsl  (QaxkyiIbTeTCKOM  mexuaTpuu
neauarpudeckoro axkyiapreta PI'AOY BO «PHUMY um. H.U. Iluporosa» Mun3npasa
Poccun

Boponun Cepreii BaagmmmupoBn4, k.M.H., rinaBHbelii Bpau ®I'BHY «MI'HLl», riaBHbIi
BHEWITATHBI  CHENUAINCT IO MEOUIMHCKOM TreHetuke Munsgpasa Poccum B
JlanbHEBOCTOUHOM (heiepabHOM OKpyre

I'ynpoomna Ouabra CraHuciaBoBHA — K.M.H.,, B.H.C., Bpad-ractposnteposior HUU
neguatpu U oxpansl 300poBbs gereil PI'bHY «PHIX um. akan. b.B.IletpoBckoro», uinen
Coro3a nequatpos Poccun

JoopbinuHa EjleHa AHipeeBHa — K.M.H., CTapIInid Hay4Hbld cotpyaHuk HUW nexnarpun n
oxpanbl 310poBbs gereil PI'BHY «PHIX wmm. akan. b.B.llerposckoro», uimen Corosa
neauarpos Poccun

3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBenyromas jabopaTopuell HaciaeICTBEHHBIX
6one3neir oomena ®I'BHY "Menuko-reHeTndeckuii HayyHblid HeHTp uM. akajgemuka H.II.
boukoBa", winen Poccuiickoro oO0IecTBa METUIIMHCKUX TEHETHKOB, WIEH EBPOICHCKOTo
o01ecTBa 1Mo U3y4eHHUIO HaCAeACTBEHHBIX Ooie3Hel oOMeHa BemecTB (SSIEM)

KaiitykoBa Ejnena BiaaaumMupoBHa — KaHIuIaT MEIULIIMHCKUX HayK, riaaBHbId Bpau HUU

neguatpuu U oxpassl 310poBbs Aere ®I'BHY «PHIX umM. akan. b.B.IletpoBckoroy, 1oneHT
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10.

11.

12.

13.

14.

15.

16.

17.

kadeapsl (HaKyIbTeTCKOW meauarpuu neauarpudeckoro ¢akyinsrera ®I'bOY BO «PHUMY
uM. H.M. [Tuporosa» Munsapasa Poccun wien Coro3a neguarpos Poccun

Komaposa Eiaena BiaaauMupoBHa — JOKTOp MEAMIMHCKMX HAyK, 3aMECTUTEINb
pykoBonutensi HUM nenuatpum m oxpansl 310poBbsi aeted @I'BHY «PHIX um. axan.
b.B.IletpoBckoro», Bpau-ractposntepouior, wieH Coro3a neauatpos Poccun

KyueB Cepreit HUBanoBuu — axkagemuk PAH, n.m.H., aupexkrop ®I'BHY «Menuko-
TEHETUYECKUM HayyHbIM LEHTp uM. akaaemuka H.II.boukoBa», riaBHBI BHEIITATHBIN
CIELMAJUCT 10 MEOUUMHCKOW reHetuke MunsnpaBa Poccun, mnpesuzpeHt Accouuanuu
MEIULMHCKUX reHeTuKoB Poccun

JlappoBa AJuta EBreHbeBHa — JI.M.H., Bpad BbICHICH KBaJHU(HKAIIMOHHONH KAaTETOPHH IO
cnenuanbHocT “Tlenuatpus’”, U.0. pyKOBOJIUTENSI MHCTUTYTa NEAUATPUN Y HUBEPCUTETCKAs
kinHuka GI'BOY BO «lIpuBomkcKuil HccaeqoBaTENbCKU MEIUIMHCKUN YHUBEpCUTET» M3
P®, 3aBenyromuil 2-M M HeIMaTPUUYECKUM OTACICHHEM C MEIUIIMHCKON peadmiurtanueit
OI'BOY BO «IIpuBOmKCKUN UCCIEA0BATENBCKUN MEAUITUHCKUN YHUBEpcUuTeT» M3 PD
JlaiimeBa Oubra ApJjieHoBHa— J.M.H., ipodeccop, pykoBoauTenb L{eHTpa MeauImuHCKON
peabunuTanuu Poccuiickoit 1eTCKoi KInHu4YecKoi 60apHuIbl — dunuana PHUMY um. H.W.
ITuporosa Munzapasa Poccruu, Bpad BBICHIEH KaTETOPUU

MuxaiisioBa CBeriiana BuraabeBHa — 1.M.H., 3aBenytomas otaenenuem GI'AOY BO
PHUMY wum. H.M. IluporoBa OCII «Poccuiickas [erckas Knunuueckas bosbHuIIa»
Munsapasa Poccuun

Mogscucsin I'oap BopucoBHa — K.M.H., cTapuIMii HAYYHbIH COTPYIHUK J1a00paTOPUHU PEIKUX
HaCJIEICTBEHHBIX Oose3Hell y Jerel Meauko-reHeTH4eCcKoro LEHTpa, Bpad-leauarp,
TacTPOIHTEPOJIOT TacTpodHTeposorudeckoro otaeneHuss GI'AY "Hayunwiii MemunuHckui
HCCIIEI0BATENbCKUM LIEHTP 310pOBba AeTei" Munsapasa Poccun

Hazapenko Jliogmuaa IlaBiaoBHa — mnpodeccop, I.M.H., 3aMECTUTENb TUPEKTOpa IO
Hay4YHOU U JIe4eOHOU paboTe, pyKOBOAMUTEIND JTJa00opaTopuu HaciencTBeHHOU martoiorun HUN

MmeaunuHcKon reHeTuku, Tomckoro HUMIIL PAH, unen Acconmanum MEAUIIMHCKAX TeHETUKOB

Hama3zoBa-bapanoBa Jleiiia CeiimypoBHa — akanemuk PAH, mnpodeccop, a.M.H.,
IIpe3unent Coro3a nenuarpos Poccun; nact-npesunentr EPA/UNEPSA; pykosoaurens HUN
nexuatpu U oxpansl 370poBbs gerei ®IBHY «PHLX um. akan. b.B.Ilerposckoroy,
3aBeAyromas kadeapon (akyabTeTCKOW TMeauaTpuu neauarpudeckoro (akymsreta ®I'BOY
BO «PHUMY wum. H.U. Iluporosa» MunzapaBa Poccnn, rinaBHBIA BHEIITATHBIA JIETCKHM

CIELUAIHUCT 10 npodunakTuueckoi Mmenumae Munsapasa Poccun
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18.

19.

20.

21.

22.

23.

24,

25.

26.

HukonaeBa ExarepuHa AJiekcaHApPOBHA — J.M.H., ipodeccop, 3aBeayromas OTIEIOM
kinuHudeckor reHetuku HUKW nenmarpun umenu akazn. YO.E. Benprumesa ®I'AOY BO
PHUMY um. H.U. ITuporosa, unen Poccuiickoro o0miecTBa MEIUIIMHCKUX FEHETUKOB
Ileppynnna Tarbsina MuxaidiioBHa — K.M.H., J(upektop MHcTUTyTa NEpUHATOJIOTHU U
neauatpun, ®I'bY HMUII um B.A. Anmazoa Munsapasa Poccun

IoranoB Auiexcanap CepreeBu4 — a.M.H., mpodeccop, 3aB. TaCTPOIHTEPOIOTUUECKUM
ornenenneM OPI'AY "HauuvoHanbHBI MEIMLMHCKUNA HCCIENOBATEIbCKUNA LIEHTP 310pOBbS
nereit" Mun3apaBa Poccuun, mpodeccop kadeapbl meauaTpud M JETCKOH PEBMATOJOTHH
OI'AOY «lepppiii MI'MY wum. U.M. CeuenoBa» MunsnpaBa Poccum (CedeHOBCKHIA
YHuBepcurer)

IIymkoB Ajnexkcanap AJjiekceeBMY — K.M.H., BEAYIIUH HAYYHBIH COTPYIHUK JabopaTopuu
MOJIEKYJIIPHON T€HETUKU U MeAUIMHCKON reHoMuku OI'AY "HauunoHanbHbI MEAUIIMHCKHMA
HCCIIEIOBATENILCKUI 1LEHTp 370poBbsi Jereil" MunsapaBa Poccuu, wieH Accouuanuu
MEIUIMHCKUX F€HETUKOB (Y4acTHE B HCXOJHOW BEPCUH TIOKYMEHTA)

Penuna Ceersiana AdanacbeBHa — K.M.H., Bpau-TeHeTuk ®PI'BHY «Menuko-renernueckuit
Hay4yHbIN HeHTp uM. akagemuka H.I1. boukoBay, uinen Poccuiickoro o61iiecTBa MEIUIIUHCKUX
TE€HETUKOB, WIeH ACCOUUALNY MEIUIIMHCKUX T€HETUKOB

CasocrbsinoB Kupunia BuxkropoBuu — 1.0.H., HauanbHUK lleHTpa ¢yHIaMeHTalbHbBIX
uccnenaoBanuii B meauarpun OI'AY "HanumoHanbHBI METUIIMHCKUN HCCIEIO0BATEIHCKUAN
LEHTp 340poBbs aerel" Mun3zapaBa Poccum, unen Acconmanuu MEAMIMHCKMX T€HETHUKOB
(ydacTHe B MCXO/IHOM BEpPCHUHU TOKYMEHTA)

CenumssinoBa JIlmnusi PoGeproBHa — K.M.H., Beaymuid HayuHblii cotpyaauk HUU
neauatpuu U oxpassl 310poBbs Aeteil PI'BHY «PHIX uwMm. akan. b.B.IletpoBckoroy, 1oneHT
kadenpsl (akynpreTckoi neauaTpuu nexuarpudeckoro dakynsreta PI'bOY BO «PHUMY
um. H.M. TIluporoBa» MunsnpaBa Poccum, moneHT kadenpbl NeAHaTpUd U JIETCKOH
pesmaronorun  ®I'AOY  «llepeeiit MI'MY um. .M. CeuenoBa» Mun3sapaBa Poccumn
(Ceuenorckuii YauepcuteT), wieH Coro3a neauatpoB Poccun

CvmupnoBa Ouabra SIkoBjeBHA — Bpay-T€HETHK, CTAapIIMN HAay4HBI COTPYIHUK OTHAENa
CTaHJapTU3aLMU U U3YYEHUsl OCHOB J0Ka3areapbHoW MenuuuHel HUM nenmatpun u oxpaHsl
3nopoBbs aetel ®I'BHY «PHUX wuwm. akan. b.B.IletpoBckoro», unen Coro3za meaunaTpoB
Poccnn

Cmeranuna Haraaus CepreeBHa — J1.M.H., Tpodeccop, 3amecTuTens qupekropa Mucturyra
reMaToJIOTMH, UMMYHOJIOTUH U KJ1eTOYHbIX TexHonoruid, ®I'BY «<HMULL AI'OU um. Imutpus

PoraueBay» Mun3apasa Poccun, wien HanroHambHOTO reMaToIOTHYeCKOro 00IIecTBa
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27.

28.

29.

30.

CrpokoBa Tarbsina BuktopoBHa — n.M.H., npodeccop PAH, 3aBenyromuii otneneHnem
MEeIUATPUYECKOM TAaCTPO3HTEPOJOTHH, renaronorun u auerorepanuun Kinumankun PI'BYH
"OUILl nuranus u OuOTeXHONOTHMHM'", 3aBEAYIOIMN Kadenpoil TracTpO’HTEPOJOTHU H
muetosiorur OJI10 MHOITP ®I'AOY BO PHUMY um H.U. ITuporoa Munsnpasa Poccun ™
Cyo0orun [Amurpuii MuxaitjsoBuu — Bpau-renetuk OI'BHY «Menuko-reHeTnueckui
HayuyHbIN HeHTp uM. akagemuka H.II. boukoBay, unen Acconuanuu MEIUIMHCKUX T€HETUKOB
CypxoB Anapeit HukonaeBu4 — J1.M.H., 3aBEyIOIINN OTEIEHUEM IaCTPOIHTEPOIOTHH IS
JeTed cralMoHapa Uil JeTei, 3aBeAyIOIIMA OTJAEJIOM HAy4YHbIX OCHOB JIETCKOM
racTPOdHTEPOJIOTHH, TeNaToNIOTuu U MeTabonnueckux Hapymenuit HUU nenuatpuun u oxpansl
3nopoBbs aereir ®I'BHY «PHIIX wum. akan. b.B.IlerpoBckoro», mpodeccop kadenpbl
bakynpTeTCKON neanaTpun neauarpuydeckoro daxynprera PIAOY BO PHUMY um. H.M.
ITuporosa Munzapasa Poccumn

®enoceenko Mapuna BiaauciaBoBHa — K.M.H., 3aBeIyollas OTIEIOM pa3padOTKH
Hay4HbIX ITOAXOAO0B K MMMYHH3AlMU MTALIMEHTOB C OTKJIOHEHHUSMHU B COCTOSIHUU 370pPOBbS U
XPOHUYECKUMHU 0O0JIe3HAMHU, BEAYLINI HayuHbI cOTpyAHUK, Bpau-nnequatp HUU nenunatpun u
oxpansbl 370poBbs geteii ®I'BHY «PHIX uM. akan. b.B.IlerpoBckoroy», morneHT kadeapb
¢dakynbpreTckoi neanatpuu nenuarpudeckoro gakynsrera @I'bOY BO «PHUMY um. H.U.

[Tuporosa» Munsapasa Poccuu, unen Coroza neauarpos Poccun

Hpe,[[CTaBI/ITCJ'II/I O6H.ICCTB€HHBIX OpFaHHBaHHﬁZ

[TorocsH Hennu CepreeBna — Bceepoccuiickoe o01iecTBo opdaHHbIX 3a0051€BaHn

I'mymxoBa Codrsi AnexcanapoBHa — Beepoccuiickoe o01iecTBo opaHHbIX 3a00IeBaHUI

ABTOpPBI IOATBEPKJIAIOT OTCYTCTBHE (PMHAHCOBON MOJIEPKKHU/KOH(DINKTAa HUHTEPECOB, KOTOPBIH
He00X0IMMO 0OHAPO/I0BATh.

Ipuioxkenue A2. Meromos10rusi pa3padoTku KJIMHUYECKUX PEKOMEHAANMH

IleeBast ayauTopus JAHHLIX KINHNYECKHX PEKOMEH AN :

Bpaun-TEHETUKH;

Bpauu-NIeAUATPBL;

Bpa4M OOILEH MPaKTUKH (CEeMEiHbIC BpadH);
Bpaun-TaCTPOIHTEPOJIOTH;

Bpauu-AE€TCKHE OHKOJIOIH-TeMaTOJIOTH;
BPAauU-reMaToJIOTH;

Bpauu-IyJIbMOHOJIOIH;

Bpa4yu-IE€TCKUE XUPYPIH;

35



. Bpa4u-TPaBMaTOJIOTU-OPTOIIE/bI;

o Bpayl-HEBPOJIOTH,

o Bpaun-0PTaIbLMOJIOTH;

o BPa4YH->HOKPHHOJIOTH;

o METUIMHCKIE TICUXOJIOTH;

o CTyZEHTHI MeuIMHCKUX BY30B, OpauHaTOPHI, aCIUPAHTHI.

Tabauma 1 Illkama omneHkn YpoBHEH pocTtoBepHOCTH jaokazarenbcTB (YJI) st meTomos
JMArHOCTUKU (JIMATHOCTUYECKUX BMEIIATEIHCTB)

YA Pacumn¢pposka
1 Cucremaruueckue 0030pbl HCCIIEAOBAHUM C KOHTPOJEM pedepeHCHBIM METOJIOM WIIU

CHCTEMaTHYECKUI 0630p PaHAOMHU3HUPOBAHHBIX KIIMHHUYCCKHUX I/ICCJ'IG,I[OBaHI/Iﬁ C
MMPUMCHCHHUECM MCTAa-aHaJIn3a

2 OtnenbHblEe HCCIENIOBAaHMS C KOHTPOJEM pedepeHCHbIM METOJOM WU OTJIeNbHbIE
PaHIOMHM3HPOBAHHBIE KJIWHUYECKAE HCCIEAOBAaHUS W CHUCTEMaTHYeCKue 0030pbI
UCCJIEIOBaHUM J1I000T0 Ju3aiiHa, 32 MCKIIIOUEHUEM DPAHIOMHU3UPOBAHHBIX KIMHUYECKUX
WCCJIEI0BAHNM, C IPUMEHEHHEM METa-aHalIn3a

3 HccnenoBanus 0e3 IMOCJICAOBATCIIbHOI'O  KOHTPOJIA pe(bepeHCHLIM MCTOAOM MM
HCCICOOBaHUA C pe(i)epeHCHbIM MCTOAOM, HE ABIAIOIIMMCA HC3aBUCHUMBIM  OT
HCCICAYEMOI'0 MCTOAA UK HEPAHAOMUSUPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAHUS, B TOM
YHUCJIC KOTOPTHBIC UCCICIOBAHUSA

4 HCCpaBHI/ITeJ'II)HI)IG HCCICA0BaHMs, OITMCAHNEC KIIMHUYCCKOTO CiIy4das

5 Nmeertcs nuiib 000CHOBaHNE MEXaHU3Ma JAEUCTBUSI UM MHEHHE SKCIIEPTOB

Tabomuma 2 Illkama OIEHKH YpOBHEW IOCTOBEpHOCTH JjokazarenscTB (YY) ams mertomor
npoUIAKTUKY, JIEYEHUS U peaOMInTalliK, B TOM YHCJI€ OCHOBAHHBIX Ha UCIOJIb30BAHUHU MPUPOIHBIX
neyeOHbIX (pakTopoB (MPOPUIAKTHUECKUX, JIEUEOHBIX, PEAOMIUTALIMOHHBIX BMEIIATEIbCTB)

YA Pacuugposka

1 | Cucremarnueckuii 0630p PKU ¢ npumeHeHneM MeTa-aHaamn3a

2 | Otnensupie PKM u cucremarnueckue 0030pbl HccieIOBaHUN JtoOoro au3aiiHa, 3a
nckiouenrnem PKH, ¢ npumenennem Mera-aHanusa

3 HepaH,Z[OMI/IBI/IpOBaHHLIC CPaBHHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 | HecpaBHUTENbHBIE HMCCIIECIOBAHUS, OMUCAHWE KIMHWYECKOTO CIydyas WM CEpUH CIydaes,
HCCIIEAOBAHUS «CIy4ali-KOHTPOJIIb

5 | Umeercs numb OOOCHOBAaHME MEXaHM3Ma JEWCTBUS BMeEUIATENbCTBA (JOKIMHUYECKHE
WCCIIEIOBaHMsI) MJIM MHEHHUE SKCIIEPTOB

Ta6auna 3 Illkana oueHku ypoBHeH yOeautenabHOCTH pekoMmenmauui (YVYP) mns meronos
npodWIaKTUKY, JWATHOCTUKH, JIEYEHUs U peaOWiIuTalud, B TOM 4YHCJIE€ OCHOBaHHBIX Ha
WCIIOJIb30BAaHUU  MPHUPOAHBIX JIe4YeOHBIX (PAKTOpPOB  (MPOPUIAKTHUYECKUX, JAUArHOCTUYECKHX,
ne4eOHBIX, peabMINTAIMOHHBIX BMEIIATEIbCTB)

YYP Pacungposka

A CunbHas pexkoMmeHJanus (Bce paccMaTpuBaeMble KpuTepud 3((HEKTUBHOCTH
(ucxopl) SIBIAIOTCS BaKHBIMH, BCE MCCIEIOBAHUS HUMEIOT BBICOKOE WIIU
YAOBJICTBOPUTCIBHOC MCTOAOJIOTMICCKOC KaUCCTBO, UX BBIBOJABI IO MHTCPCCYHOIIUM
HCXO0/1aM SIBJISIFOTCS COINIACOBAHHBIMU)
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B VYcnoBHas pekoMeHnanus (HE Bce paccMarpuBaembie KpuTepu# 3G(HEKTHUBHOCTH
(I/ICXOI[BI) SABJIIIOTCA BaXHbIMKM, HC BCC MHCCICIOBaHUA HWMCIOT BBICOKOC HWIIN
YIIOBJICTBOPUTEIHLHOE METOJO0JIOIMYECKOe KauyecTBO W/WIM WX BBIBOJABI IO
HHTCPCCYIOIIUM UCXOAaM HEC ABJIAIOTCSA COFJIaCOBaHHBIMI/I)

C Cnabast pexoMmeHaanust (OTCYTCTBHE JIOKA3aTEIbCTB HAJIC)KAIIEro KadyecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3(H(HEKTHBHOCTH (MCXO/IbI) SBISIOTCS HEBAXXHBIMHU, BCE
WCCIIC/IOBAHMSI MMEIOT HHU3KOE METOJOJIOTUYECKOE KA4YeCTBO M WX BBIBOJBI I10
HHTCPCCYIOIUM UCXOAaM HEC ABJIAIOTCSA COFJIaCOBaHHBIMI/I)

IMopsinok 00HOBJIeHHS KIMHUYECKUX PeKOMEH At

Mexaan3m 0OHOBJICHHS KITMHHYECKUX PEKOMEH AN MPeyCMaTPUBACT HX CUCTEMATHIECKYIO
AaKTyaJIM3alUI0 — HE PeXe, YeM OJUH pa3 B TPU I0Ja, a TAKXKE IPU NOSABICHUU HOBBIX JAHHBIX C
MO3UIUU JI0KA3aTeNbHOW MEIUIIMHBI O BOIPOCAaM JMAarHOCTUKH, JI€UYeHUs, NPODUIAKTHKUA U
peadumuTaIK KOHKPETHBIX 3a00JIeBaHM, HATMYMU 000CHOBAHHBIX JOIOJIHCHUI/3aMEeUaHUi K paHee

yrBepxkaAEHHBIM KP, HO He vaie 1 pa3a B 6 mecses.

[Mpunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIOYas COOTBETCTBUE
NMOKA3aHM K NPMMEHEeHUI0 M MPOTUBONOKA3aHU, CIIOCO00B MPUMEHEHHU U
103 JIEKAPCTBEHHBIX NMPENnapaToB, HHCTPYKIHUMU 10 NIPUMEHEHUIO

JEKAPCTBCHHOI'O IIpeniaparta

1. TIpuka3 Munznapasconpa3Butust Poccun ot 16.04.2012 N 366H (pea. ot 21.02.2020) "O6
yTBepxkaeHuu [lopska okazaHus neauaTpuaeckoi momomny"

2. Tlpuxa3z Munzapasa Poccuu ot 21.04.2022 N 274n "O6 yrBepxknennn [lopsiaka okazanus
MEIULUHCKONW MOMOIIY MAIlUEHTaM C BPOXKAEHHBIMU U (MJINM) HACJIECTBEHHBIMU

3a0o0eBanusaMu”

3. TocynapcTBeHHBIH peecTp JeKapCTBEHHBIX cpeacTB: https://grls.rosminzdrav.ru
OcHOBHbIE HOPMATHBHO-NIPABOBbIE AKThI, PEeryJTHPYIOlIHe OKA3aHNe NAJIHATUBHOI
MeIMUIHHCKOMN MOMOLIHU

1. ®enepanbubiii 3akoH ot 21.11.2011 N 323-®3 (pen. ot 25.12.2023) "O6 ocHOBaxX OXpaHbI
310pOBbs TpaxkaH B Poccuiickoin @enepanyn’

2. Ilpukxa3z MunznpaBa Poccum N 345H, Muntpyma Poccum N 372 ot 31.05.2019 "O6
yrBepkaeHnu [Tonoxenns 00 opraHu3anuy oKa3aHus MaUIMaTUBHON MEIUIIMHCKOM MTOMOIIIH,
BKJIIOYAst IOPSIIOK B3aUMOCHCTBUS MEAMIIMHCKUX OpPTaHU3alMi, OpraHu3aluid COIaaIbHOrO
OOCITy’)KUBaHHsSI W OOINECTBEHHBIX OOBEAMHEHHH, WHBIX HEKOMMEpPYECKHX OpraHH3alni,

OCYILIECTBIISIOUINX CBOIO AEATENBHOCTD B Cepe OXpaHbl 37J0pOBbs"
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3. Tlpuka3z MunznpaBa Poccuu ot 31.05.2019 N 3481 (pen. ot 02.11.2020) "O6 yTBepkacHUN
MepeyHsl MEIUIIMHCKUX U3JIENIUN, TPeIHAa3HAYCHHBIX JUIS MOAAepKaHusl (QyHKIMI OpPraHOB H
CHUCTEM OpraHu3Ma 4eJjoBeKa, MPEA0CTABIISEMbIX JJIsl UCIIOIB30BaHUS HA TOMY"

4. Tlpuka3z Munzapasa Poccuu ot 10.07.2019 N 5051 "O06 yrBepkaenuu [lopsiaka nepenadu ot
MEIUIIMHCKOW OpraHu3aliy MalueHTy (ero 3aKOHHOMY IMPEACTABUTENI0) MEIUIIMHCKUX
W3JICHHA, TPEAHA3HAYCHHBIX IS TOJJepKaHUs (YHKIUH OpraHOB M CHCTEM OpraHu3Ma
YEJIOBEKA, /ISl UCTIOJIB30BAHMS HA JOMY IPU OKA3aHUH NMAUIMATUBHON MEIUIIMHCKOM oMoty

IIpoune HOPpMATHBHO-NIPABOBbIE JOKYMEHTBI, C Y4eTOM KOTOPBIX pa3padoTaHbl KIHMHUYECKHE

PEKOMEHIAIUN:

1. ®enepanbubliii 3akoH oT 21.11.2011 N 323-®3 (pen. ot 25.12.2023) "O6 ocHoBax
OXpaHbl 310pOBbs TpakiaH B Poccuiickoii denepannn';

2. MexayHaponHasi KiaccUpUKanus OONe3HEW, TpaBM W COCTOSHHM, BIMSIONIMX Ha
3moposbe (MKB — 10);

3. [Ipukaz MunzapaBa Poccuum ot 02.05.2023 N 2051 (pen. ot 04.12.2023) "O6
yTBepkaeHUH HOMEHKIaTyphl JOMKHOCTEH METUIIMHCKUX PAaOOTHHUKOB M (hapMalleBTHUECKUX
pabOTHHKOB",

4. [Ipukaz MunzapaBa Poccum ot 28.02.2019 N 103m (pen. ot 23.06.2020) "O6
YTBEP)KJICHUH TIOPS/IKA M CPOKOB Pa3padOTKH KIMHUYECKUX PEKOMEHIAINHA, X MepecMoTpa,
TUTIOBOM (DOPMBI KIMHUUYECKUX PEKOMEHIANi W TpeOOBaHWM K HUX CTPYKTYpe, COCTaBy U
HayYHOW 0OOCHOBAaHHOCTH BKIIIOYaEMOMN B KIIMHUYECKHUE PEKOMEHIAIuU HHPopMariu"

S. [Tpukaz Munzapasa Poccun ot 13.10.2017 N 804n (pen. ot 24.09.2020, ¢ usm. ot

26.10.2022) "O6 yTBep:K/I€HUM HOMEHKJIATypbl MEAUIIMHCKUX ycayr"
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Ipuioxenne b. AJITOPUTMBI 1eHCTBUI Bpaya

AJITOpUTM J1a00PATOPHOI JUATHOCTUKH e(PUIUTA KUCI0H cPUHTOMUeTNHA3BI (001e3HI

Humanna-Iluka Tuna A, B, A/B)

[ono3penne Ha nedpunnT
KUCIION C(OMHTOMMETHHA3HI . Hccnenosanue
(BHH THIA A, B, A/B) 61/IOMapKepOB (cyxoe
IIATHO KPOBH)
Hopma
HUccienosanme — Be1siBieHE! P
AKTUBHOCTHU (pepMEHTA HapyIICHIA l
]
I I Hedunur xkucioi
CHmxeHne [Morpanuynoe cuHroMuenrHaspl
Hopma  p———e——p A B. A/
AKTUBHOCTH 3HaYeHHe (BHII tuna A, B, A/B)
HCKJTIOYCHA
' I
Juarnos
L ——— Uccaenosanne
rena SMPD1
OMOXUMUYECKU

ITaToreHHslii BapuaHT B
TOMO3UTOTHOM COCTOSIHUH WU
JiBa ATOT€HHBIX BAPHAHTA B
KOMIIayH/-T€TEPO3UTOTHOM

OnuH naToreHHBIA BApUAHT B
reTepO3UTrOTHOM COCTOSIHUM,
BapHAaHTHI HESICHOM
KJIMHUYECKOH 3HAYMMOCTH
WM OTCYTCTBHE BapUaHTOB

Jnarnos noATBepKAEH HA
MOJIEKYJIIPHO-TEHETHYECKOM
YpOBHE

HccnenoBanue GHOMapKepoB, €CIIH paHee
He OBUIO IPOBECHO, MIIN UCIIONIB30BaHNE
0oJee MIMPOKOTO MOJICKYNIAPHO-

TCHECTUYCCKOI'O UCCIICA0OBAaHUA

[Tpuem (ocMOTp, KOHCYNIBTaLNs) Bpada-
TeHETHKa TIepBUYHBIN
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Ipunoxenne B. Undopmanus 1y NaMEHTOB

Yro Takoe 00je3Hr Humanna-Iluka tuna A, B, A/B?

Ha nmanuelii MOMEHT H3BeCTHO Oosiee 50 IM30COMHBIX OOnIe3HEH HAKOIUIEHHSA, ONHON U3
KOTOpBIX siBNsieTcsl Oone3sHs Humanna-Iluka. bonesns Humanna-Iluka tuna A, B, A/B (medunur
KHCIIOW C(OMHrOMHETNHA3bl) — PEIKOe HACICACTBCHHOE HapyllleHHe oOMEeHa BEINECTB U3 TPYIIIbI
chuHrOMMKUI030B. [IpuyrHON 3a0o0JieBaHUE SBJISCTCS CHIDKEHHUE AKTUBHOCTH (DepMeHTa KHCIOH
CUHTOMUEIMHA3BI, KOTOPHI MOMOTaeT PacHICIUISATh JXUPBI B OpPraHuM3Me. DTO MPUBOAHUT K HUX
HAKOIUICHHUIO, YTO BPEAWT DPA3JIMYHBIM OpPTraHaM, OCOOECHHO TEYEeHW W MO3Ty. B 3aBHCHMOCTH OT
TSDKECTH CHMIITOMOB M BO3pacTa MPOSIBICHUS BBIACIAIOT TpH THHa: 6one3nb Humanuna-Iluka A, B u
A/B.

JedumuT kucioi cuHroMrueTnHa3bl — OYeHb PeiKoe 3a00JIeBaHNe, YaCTOTa KOTOPOTO B MUPE
onenuBaercs mpumepHo 1:100 000 - 1 000 000 HoBOpOXKAEHHBIX. B HEKOTOPBIX ATHUYECKHUX TPYIIIax

(manpumep, cpean eBpeeB-alllkeHas3H) 3a00JIeBaHHE BCTPEYAETCS Yallle.
Kak nposiBasiercst 60s1e3ub Humanna-Iluka tuna A, B, A/B?

bonesns Humanna-ITuka tuna A — camas Tspkenas gopma 6ose3nu. CHMOTOMBI IPOSIBIISTIOTCS
YK€ B MJIaJIEHYECTBE, OOBIYHO B TEUEHHUE MTEPBBIX MECSIEB KU3HU. [eTH ¢ 3TUM TUIIOM OOJIE3HU UMEIOT
Cepbe3HbIe HAPYUICHUs MCUXMYECKOTO M MOTOPHOTO Pa3BUTHUSA, Y HUX MOTYT OBITh NPOOJIEMBI C
MUTaHUEM, HapyIIeHHUs pabOThl IEUEHH U 3HAYUTEIbHOE YBEJIIMUEHUE pa3Mepa MeYeHu U cenezeHku. K

CO’KaJICHHIO, TUI A 4acTO MPUBOJUT K PaHHENH CMEPTHOCTH, OOBIYHO B BO3pAcTe J10 3 JIET.

bonesns Humanna-Iluka tuna B npoTtekaer Oosnee MArKO U OOBIYHO HE BJIMSET HA HEPBHYIO
cucreMy. Y TMalMEeHTOB C 3TUM THUIIOM MOTYT HaONIOaThCsl YBEIWYEHHE IEYEHU M CEJEe3CHKH,
poOJeMBbl ¢ JETKUMHU M, MHOTIA, 3aJiep’kKa pocta. CUMIITOMBI MOTYT BapbHpPOBATHCS OT JIETKHX J10

YMEPCHHBIX, U MHOTUC JIFOJU C TUIIOM B umeror O6I>I‘~IHyI-O MMPOAOIKUTCIIBHOCTD JKU3HU.

bone3sns Humanna-Iluka thma A/B — mnpomexyrtouHas ¢opma, rae HaOMIOJAIOTCS Kak
HEBPOJIOTUYCCKHUEC, TaK W CHCTCMHBIC IIPOSABJICHUA 3a0oneBanusi. CHUMIITOMBI MOTI'yT BKJIKOYaTb
HapyLIEHHsI CO CTOPOHBI HEPBHOW CUCTEMBI (aTaKCHsl, OJTMHEUPONATHS), @ TAKXKE T€ e MPU3HAKH, YTO

" IpH TUTIC B, BKJIFOYas YBCJIMYCHHUC IICYCHU U CCIIC3CHKH.

Y nmereii wacto HaOMIOMaeTCS  pa3ApakKUTEIBHOCTh, HAPYIICHHS CHA, OECCOHHMIIA,
HpO}]OJ'DKI/ITeJ'IBHBII\/II I1a4, pBOTa. BOJ'IC?,HI) OKa3bIBACT HCTAaTUBHOC BJIMAHUEC HAa CaMUX ITAITMCHTOB U HaA
JIMIA, OCYIICCTBJISIONIME YXOJ 3a HHUM. OTO CBS3aHO C (PU3UYECKUM, ICHUXO3MOIMOHAIBHBIM

COCTOSTHHEM, a TaK)K€ COITMATbHOM MU30JISIHCH.
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Kak ycranaBiauBawT auaruo3 6osiesunb Humanna-Iluka tuna A, B, A/B?

"30710TBIM CTaHAAPTOM" COBpPEMEHHOW aWarHocTUku Ooje3nu Hwumanna-Iluka sBhsieTcs
OMOXMMHYECKHE METOABI. [|JIst OATBEPKACHUS TUArH03a MPOBOISAT OMPEICIICHUE AKTUBHOCTH KUCIION
chUHrOMUENINHA3bl B CyXUX IISITHAX KPOBM WM B JIEHKOLUWTax mepudepuyeckoil kpoBu. Taxxke
OJIHOBPEMEHHO HM3MEPSIOT YpoBeHb Ju3ochuaromuenuna (Lyso-SM) u nuzochunromuennnom-509
(Lyso-SM509), koTopble TOKE SIBJISIIOTCS CielU(UIHBIME MapKepaMH 3TOTr0 3a00JIeBaHusI.

B nmomonHenwe K (EpPMEHTATUBHOMY aHAIM3Y, BaXHYIO pOJIb HUIPaeT MOJEKYISIPHO-
TreHeTUYECKUI aHallu3 Ha BhISIBIICHUE OMalIeNIbHBIX MATOTeHHBIX BapuaHToB B reHe SMPD1, koTopsiii
KOJUPYET KUCIYI0 CPUHTOMHUENINHA3y. DTO MO3BOJISIET HE TOJbKO IMOATBEPAUTH AWArHo3, HO U B
HEKOTOPBIX CIIydasX OINpPEJeNUTh KOHKPETHBIH THm Oone3nu (A, B mmm A/B), 4ro BakHO mist
MIPOTHO3MPOBAHUS TCUCHUS 3a00JICBaHUS U IJIAHUPOBAHUS JICUCHHS.

KomrmuiekcHoe uccrieioBanue Juist IpeHaTaabHON TUarHOCTUKY HApYILIEHUH pa3BUTHS peOeHKa
(mpeHaTajbHAs TUArHOCTHKA) MpOBOAMTCS Ha 9-11 Hemensx GepemeHHOCTH. B Marepumaie, KOTOPBIT
HA3bIBACTCS BOPCHHBI XOpPHOHA (TO, W3 YEro B MOCJCAyIONmEeM (OPMHUPYETCS IJIAlleHTa) MPOBOJIST
TECTUPOBAHUE JJIS BBISBICHUS MATOTCHHBIX B TeHEe. Ha OCHOBaHWM MPOBEIECHHOTO aHATN3a JCJIAl0T
BBIBOJI OOJIEH TIJIOJ] UJIH 3[I0OPOB, U CEMbS IPUHUMAET PEUICHUE OTHOCUTENIBHO JaHHONH O€PEeMEHHOCTH.
CoBpeMEHHBIE TEXHOJOTUM TIO3BOJIAIOT TMPOBOAWTh U MPEUMIUIAHTAIMOHHOE T'E€HETHYECKOe
TeCTHpoBaHue (MPEHMILIAHTAIIMOHHYIO AMArHOCTHKY). OIIOJ0TBOPEHHE MPOBOAUTCS B MPOOHPKE,
3aTeM OTOMPAIOT TOJBKO T€ OILIOMOTBOPEHHBIC SMOPHOHBI HAa CTAJIMH HECKOJIBKHX OJIACTOMEpOB, B
KOTOPBIX HET CEMEHHON MyTaIluu U UX UMIUTAHUTUPYIOT B Opranus3m Matepu. [lpu gannoit npouenype

€CTh CBOU PHUCKH, KOTOPbIE MOXKET Pa3bsICHUTH Bpau-T€HETHK.
Kak nacaenyercs 6osie3ur Humanna-Iluka tuna A, B, A/B?

I'en SMPD1, xomupyrommii KHCITyH0 COUHTOMHEIMHA3Y, JIOKAIW30BaH B XPOMOCOMHOM
obmactu 11p15.1-p15.4. ¥V manueHToB MNPUCYTCTBYIOT U3MEHEHHsS B JAHHOM I'€HE — «IIaTOT€HHBIE
BAPUAHTHI».

3aboneBaHre HACJIEIYEeTCs MO ayTOCOMHO-PEIECCUBHOMY THIY. JTO 3HAYUT, YTO OO0JIE3HB
MPOSABIISETCS TOJBKO B TOM Ciy4ae, €ciId o00a pOoAWUTENs SBISIIOTCS HOCUTENSIMH OOJIe3HU
(«maTOreHHOTO BapHaHTay») U, XOTS caMU He OOJICIOT, HO KaXIbIH MepenaeT peOeHKY H3MEHEHHBIN TeH.
BonpmmHCTBO ceMeit, e ecTh peOeHOK ¢ ITHM 3a00JIeBaHHEM, HE CTAIKMBAIUCH PAHBIIE C TOJ00HOMN
npobeMoii. Puck moBTOpHOTO poXaeHUs peOeHKa C 1e(PUITUTOM KUCIONW C(OUHTOMUETIHA3HI B CEMBE,
/i€ YK€ €CTh JICTH C TUM 3a00JIeBaHUEM, COCTABIISIET 25% MIst KaXK01 OepeMEHHOCTH.

B onHoii cembe 3aboieBaHHe HE BCera MPOTEKAET IMOJTHOCTHIO OJMHAKOBO U TEPBBIC
CUMITOMBI MOTYT MOSIBJISATHCS B Pa3HOM Bo3pacte. Y OpaTbeB U cecTép MalueHTa MOXKET OBITh

ne(UIMTOM KHUCTOW COUHTOMUETMHA3BI, JaXe €CIM y HUX Ha MOMEHT JUAarHOCTUKH HE OBLIO
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CUMITOMOB 3a00JieBaHus. B 1aHHOM ciiydae He00X0JMMO MTPOBECTU AUATHOCTUKY, UTOOBI KaK MOKHO
paHbllle HAaYaTh TEpanuio W u30exarh ociokHeHHH. Takke OHM MOTYT OBITh HOCHUTENSIMH, KaK MX
poaurenu. UTto Kacaercs APYrux WICHOB CEMbH, TO UM BaXHO COOOLIUTH, YTO OHU MOTYT OBITh
HOCHUTEJISIMU. DTO 3HAYUT, YTO U Y HUX €CTh PUCK POXKICHHS peOCHKA C 3TUM 3a00JICBaHUEM.

Bce cembu ¢ aTHM 3aboneBaHHeM JOJDKHBI 00S3aTEIbHO IMPOWUTH MEIHWKO-TE€HETUYECKOe
KOHCYJIbTUPOBAHHE M TOJYYHUTH TOJHYIO WH(POPMALMIO OT Bpada-TEeHETHKAa O PHUCKE IOBTOPHOTO
NposiBJICHUsT 3a00NIeBaHUS B CEMbE, OOCYAUTh CO CIIEHUAIMCTOM BCE BOMIPOCHI, CBSI3aHHBIE C
HacyenoBaHueM 3a0osieBanus. Jleuamye Bpaun He BCeria MMEIOT BO3MOKHOCTh IIOTOBOPUTD C CEMbE
U PACCKa3aTh O PUCKaX U BO3MOXKHOCTSX, KOTOPBIE MOXET NPEIOCTAaBUTh COBPEMEHHAsI T€HETHKA. Y
Bpaya-reHeTHKa MOKHO y3HaThb PUCK POXKJEHUS OOJIbHOTO peOeHKa B JIaHHOM cembe, 00ciaen0BaTh
POJICTBEHHUKOB, €CJIM 3TO HEOOXOJUMO, 00CYAUTh KOMIUIEKCHOE HCCIIEeI0OBAaHUE AJIs MpeHATabHOU
JMArHOCTUKHU HApyIIEHUN pa3BUTHs peOeHKa (MpeHaTalbHYI0 JUATHOCTUKY) M MPEUMIUIaHTallHOHHOE
TEHETHYECKOEe TEeCTUpOBaHWE (MIPEMMILIAHTAIIMOHHYIO JHMAarHOCTHKY). B Poccunm  memuko-
TFeHETUYECKUE KOHCYIbTAlMU PabOTalOT B KAXK/I0M PErHOHE.

[l mpoBeieHUsT KOMIUIEKCHOTO UCCIEA0BAHMS IS IPEHATAIbHOM AUArHOCTUKY HapyLIECHUHN
pazButus pebOeHKa (MpeHaTaJbHOW JAMAarHOCTUKH) M NPEUMIUIAHTAIIMOHHOTO TE€HETUYECKOTO
TeCTUpOBaHUsA (MPEHMIUIAHTAHOHHON JHArHOCTHKM) Mape MpEeJABapUTEIBLHO HEOOXOIUMO MPONTH
oOciietoBaHNE HAa HOCHUTEIHCTBO MATOTEHHBIX BapuaHToB B reHe SMPDI1, BeI3bIBarommx JaHHOE
3a0oJieBaHNE, 0OPATUBIINCH B CIIELIMATU3UPOBAHHBIE JUArHOCTUUECKUE JTA00OPAaTOPUH U METULIUHCKHE
LIEHTPHI.

Kak geuar 6os1e3np Humanna-Iluka Tuna A, B, A/B?

Jledyenue nposiBneHuii aedunrta KUcioi cuHroMruenHas3bl, He OTHOCSIIMXCS K LIEHTPAIbHOM
HEPBHOW CHCTEME 3aKJII0YaeTCsl B HAa3HAUEHUH N0KU3HEHHON (DEpPMEHTHON 3aMECTUTENIbHOM Tepanuun
(®3T). Baenenue Henocraromero ¢GepMeHTa I03BOJIET YIYYLIMTh COCTOSIHME IMAI[MeHTOB, B
HEKOTOPBIX CIy4asx JOOMTbCA MPAKTUYECKHE IOJIHOTO KYNHPOBAHUS OCHOBHBIX KIMHUYECKHUX
nposiBieHui 3adoneBanus. @3T mokazaHa It TAIMEHTOB C TOATBEPKAEHHBIM THArHO30M OOJIE3HBIO
Humanna-Iluka tuma B u Gonesnsto Humanna-Iluka tuma A/B, y KOTOPBIX UMEIOTCS KIMHHUYECKH
3Ha4YMMble HEHEBPOJOTHUECKUE MPOsBIEeHUs 3a00neBaHus. BaxkHo kak MOxHO paHbie HauaTh D3T,
qTOObI M30€XKaTh THKENBIX OCIOKHEHMH 3aloneBaHusa. Takke, B 3aBUCUMOCTH OT COCTOSHUS
MalHEHTA, IPOBOJNUTCA MOIEPKUBAIOIIAS] CUMITOMATHYECKas TEPAITHS.

B P® 3apeructpupoBan onun npemnapar ®3T ¢ nokazannoil 3 dexTuBHOCTHI0. OCHOBHBIMU
LEJISIMU JICYCHHUS SBIISAIOTCS:

* YMEHBIICHNE CIIJICHOMETAINHU U MTOBBIIIEHNUE YPOBHS TPOMOOIIUTOB;
* perpecc naToJIOrMYecKux U3MEHEHUH MOpaXEHHBIX OPTaHOB M BOCCTAHOBJIEHUE UX (YHKIIUI;

* yJIydllleHUE MoKa3aTenel GU3nYecKoro pa3BUTHUS;
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® YIYUHICHUC Ka4C€CTBA KU3HHU ITAllUCHTOB.

Kakoiif MOHNTOPHHT HEOOXOIUM VISl MAMEeHTOB ¢ 00s1e3Hb10 Humanna-Iluka tuna A, B,

A/B?

Heo0xomuM MyNbTHAUCIUIUTMHAPHBIA MMOAX0/ K HAOMIOACHUIO M JICYCHHUIO CIICIHATHCTaMU
pasHbIX mpoduiei s oOecredeHus KOMIUICKCHOTO TOJXOAa K Tepalud U CBOEBPEMEHHOW &
KOppeknuu mpu Heobxomumocth. [[ns mamumentoB ¢ Oone3ns Humanna-lIluka tuma A, B, A/B
HEOOXOJUMBI PETyJISIpHbIC O00CJICIOBaHMSA, BKJIOYAIONIME YIbTpa3BykoBoe uccienoBanue (Y3U)
OpraHOB OPIOLTHOM MOJIOCTH, IIPOBECHHE OOIIET0 KIIMHUYECKOTO U OMOXUMHUYECKOTO aHAIIN3a KPOBH.

Heo6xoa1Mo nonpocuTh Bpaya 1aTh pEeKOMEHJAIMU [0 YaCTOTE MPOBEICHHSI UCCIICOBAaHUI.
Kak MoryT nomorarthb poanble u 6su3kue?

He 3a0pIBaiiTe — OT ceMbH TaKke 3aBUCHT ycriex jiedeHus. HyxHo cobmoaTe peKkoMeHIauy,
HE JIOIyCKaTh OOJIBIIMX IEPEphIBOB B TEpaluM, YACIATh BHUMaHHWE peaOWIMTAlMM M IUIAHOBBIM
oOciieoBaHusAM. Bce ujeHbl ceMbU JOJDKHBI 3HaTh, YTO MALMEHT HYKIAeTCs B IPOBEICHUU
(bepMeHTHOI 3aMecTuTeNbHOM Tepanuu. KpaiiHe Ba)kKHO YETKO BBIOJIHITH BCE HA3HAYCHHS 110 IPHEMY
JIEKAPCTBEHHBIX IIPENApaTOB, HA3HAYECHHBIX BPAYOM.

[Tporno3 3aBucut oT (opMbl 3a00seBaHus U Tepanuu. [Ipy cBoeBpeMEeHHOM Hayase JeueHHs
npu 6one3nn Humanna-IIuka tuna B u A/B tumna nporxo3s, kak mpaBuiio 6JaronpusiTHbIN.

BaxHo He TepaTh Ha/lekK Ay U COXPaHATh aKTUBHBIN U pa3HOOOPa3HbIN 00pa3 )KU3HHU Ha CKOJIBKO

9TO BO3MOXHO.

Ipuiaoxkenue I'1-1"2. llIkajabl OeHKH, BOIIPOCHUKHU U JAPYrvue OLECHOYHbIE
HHCTPYMEHTBbI  COCTOSIHUS  NAUMEHTAa, IMPUBEJeHHbIe B  KIMHUYECKHX
PEeKOMEeHIAUAX

He npumensrorcs.
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